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JUVENILE IDIOPATHIC ARTHRITIS: FIRST RESULTS FROM THE ANALYSIS OF THE ALL-RUSSIAN REGISTER

OF THE UNION OF PEDIATRICIANS OF RUSSIA

V.A. Keltsev, L.I. Grebyonkina, Ye.D. Moiseeva
THE EFFICACY OF COMBINATION THERAPY BY ADALIMUMAB WITH METHOTREXATE AND OF MONOTHERAPY
BY METHOTREXATE FOR CHILDREN SUFFERING FROM POLYARTICULAR JUVENILE IDIOPATHIC ARTHRITIS

S.I. Malyavskaya, I.N. Zakharova, G.N. Kostrova, A.V. Lebedey, Ye.V. Golysheva, I.V. Suranova, I.D. Maykova,
Ye.A. Yevseeva
THE SUFFICIENCY OF VITAMIN D OF THE POPULATION OF VARIOUS AGE GROUPS IN THE CITY OF ARKHANGELSK

M.Yu. Rykov, N.A. Susulyova, 0.V. Chumakova, Ye.N. Baybarina, V.G. Polyakov

CANCER INCIDENCE OF CHILD POPULATION OF THE RUSSIAN FEDERATION AND ITS PROVISION
OF MEDICAL CARE (DOCTORS, BEDSPACE, DIAGNOSTIC AND THERAPEUTIC TECHNOLOGIES):
ANALYSIS OF STATISTICAL DATA FOR 2013

V.V. Chernikoy, L.V. Vinyarskaya, K.A. Soboleva, Ye.N. Basargina, O.P. Zharova
LINGUISTIC RATIFICATION AND VALIDATION OF PEDIATRIC QUALITY OF LIFE INVENTORY 3.0 CARDIAC MODULE

EXCHANGE OF EXPERIENCE

L.A. Gandaeva, T.E. Borovik, Ye.N. Basargina, N.G. Zvonkova, V.A. Skvortsova, N.N. Semyonova, T.N. Stepanova,
T.V. Bushueva
THE RELEVANCE OF ASSESSMENT OF NUTRITIONAL STATUS IN CHILDREN WITH CHRONIC HEART FAILURE

I.N. Zakharova, N.G. Sugyan, Yu.A. Dmitrieva, V.. Svintsitskaya
TASTE PREFERENCES IN INFANTS: WHAT DEFINES THEM?

A DOCTOR’S AID

N.N. Murashkin, A.l. Materikin, R.V. Yepishev, E.T. Ambarchyan
PECULIARITIES OF THE COURSE AND PREVENTION OF DIAPER DERMATITIS IN NEWBORNS AND INFANTS

EXPERT OPINION

S.S. Deryabina

NEONATAL SCREENING: SOME ETHICAL ISSUES OF EXPANDING SPECTRUM FOR GENETICALLY DETERMINED
DISEASES

CLINICAL OBSERVATIONS

Ye.P. Kolesnikova, L.M. Kuzenkova, K.V. Savostyanov, 0.V. Globa, T.V. Podkletnova

CLINICAL CASES OF LEUKOENCEPHALOPATHY WITH PREDOMINANT LESION OF THE BRAIN STEM, SPINAL CORD
AND HIGH BLOOD LACTATE IN THE MR SPECTROSCOPY (MITOCHONDRIAL ASPARTYL-TRNA-SYNTHETASE
DEFICIENCY)

S.L. Moiseeva, C. Betzler, T. Herberholdt, G. Kluger, M. Staudt
PECULIARITIES OF HEMIPLEGIC MIGRAINE IN CHILDREN

SHORT REPORTS

A.A. Ayzenshtadt
THE RELEVANCE OF USING TOPICAL ANTIINFECTIVES IN THE COMBINATION THERAPY OF ACUTE OTITIS MEDIA
IN CHILDREN

INFORMATION FROM THE UNION OF PEDIATRICIANS OF RUSSIA

XIX CONGRESS OF PEDIATRICIANS OF RUSSIA WITH INTERNATIONAL PARTICIPATION “ACTUAL PROBLEMS
OF PEDIATRICS”

PRESS-RELEASE

DONATING BREAST MILK BANK HAS HELPED MORE THAN 50 YOUNG PATIENTS DURING THE FIRST YEAR
OF OPERATION



M ArH E B R — npenapart nepBoro BbiGopa
6 npv nedyeHuu gedpmumra

MarHusa y geteu ot rogal?

op, 3 roga*

—Harawa, 8 ner*

e3HauuTesIbHbIE Hapym;fuun CcHa?

Kypc MarHe Bg®

NMOMOXKET YCTPaHWUTb AeDULIUT MarHus /4
1 CBA3aHHbIE C HUM CUMMTOMbI® ‘

MarHe BG® aMnynbl: pacTBoOp ANA NpUueMa BHYTpb AN aetein ot 1 ropa?

¢ 06€CNeY1BaET GbICTPOE NOBbILIEHUE
YPOBHS MarHus B niasme KpoBu
(B TeYeHue 2-3 yacoB)*

* BO3MOXHOCTb 60/1€€ TOYHOrO
[1031poBaHus®

* NPOCTOW CNOCO6 NpUMEHEeHU —
pasBejieHve pacTBopa B Boje
QN5 NpUema BHYTpb?

* YMeeT NPUATHBIN 3anax Kapamenu?

* He COJIePHMUT caxapa’

Marue B,® popte ansa peren ot 6 net

Yno6Has chopma npuema —
opHa TabneTka BMecTo ABYyX®

Per. ya. M3 P® 1 Ne013203/01. Per. ya. M3 P® 1 N2013203/02. JICP-007053/09

* oA B HasHaeHHX MarHHACORERKaLLNX NPEnaparos GeH neawaTos Pocci no Aakbin Synovate Comeon Healthcare Prindex Drug Prescriptions Moniorings, 11 ropogos, oces 2014, A4ctpykuia no meghuuckomy npnmenento Marke B, (awnyn). “Tpomosa 0. A Marih u nuphaokcut. 06y4atoLyue nporpamts!
FOHECKO. M. 2006. C.176. ‘Tpomosa 0. A.  np. [lanKa KOHLEHTRALHH Wrs B KDOBH NOCAE NPHeEMa PasHyHbIX MarHecopepxaLyx npenaparos. @apmarexa. 2009.10.63-68. “3aapenko H. H. Cugpom Aeconuua BHHMaHHA ¢ TUNEPaKTHBHOCTbHO; AMATHOCTHKa, NATOreHe3, NPHHLMbI Neens. Bonpocs! npakTuyeckol
neguarpuu 2012. Bonpocs! npakrudeckoi neguarpiu 2012; 7(1): 54-62. °B ornmame ot mnpmu npHema MameB 950. * [2HHbIE NALMEHTA HIMEHEHb.
KpmanMuchyxumunoMenuuuunxumynpumeueuumnpenapaTaMarueB Cocras. Tabnerky, nokpbiie o6 {1 TakTara SrvEDaT” — 470, puaOKCHHa T
i ST HarHis,
[ I'Ipumsunuxazam

00pHg — 5 . Pag

Bepenewum  NIEPHOR TYAHOTO scnapmnwsam bepewenHocn
Cnncnﬁ npwmeuem M J03bl: T2de

SA N O F | AO CaHodu Poccns. 125009, MockBa, yn. Teepckas, 22. Ten.: (495) 721-14-00. www.sanofi.ru.
‘J BCE MPABA 3ALLMLLEHbI.
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AkBa[leTpum®

EQVHCTBEHHLI B POCCUN
BOOHbIN PACTBOP BUTAMUHA D,’

Kea/lerpun’

Konexansumdepon)

BOAHLIA
pacTeop
BHTaMuHa ,q,!

15 000 MEAun

-
= medana

BoaHblit pacTBop BUT. D, BCacbIiBaeTCs
B XKKT pe6eHka He3aB1CMMO OT CTeNeHu

ero 3penocTyu v COMyTCTBYIOLLENH NaTonorum2

OPFAHWU3ALNSA, MPUHIMAIOLLAS MPETEH3UN NOTPEBUTENEN: AQ «AKPUXWH» 142450, MOCKOBCKAS OBJTACTb, HOTVIHCKI PAVIOH, T. CTAPAS KYMABHA, YI1. KPOBA, 29. TEN. (495) 702-9506

Per. ya. M N°014088/01

1 http://grls.rosminzdrav.ru no cocToHuto Ha okTA6pb 2015
2 VHCTpYKLMs N0 MeANLIMHCKOMY NPUMEHEHNI0 AKBAZETPUM

3 Ctennna 0.11. «mnokanbumemnyeckas TeTaHUS 1 PaxuT y AeTeil nepBbIX ABYX NeT Xu3Hu» //TpakTuka neguatpa, despans 2013

KoHcynbTaTuBHO-AMarHocTuyeckum ueHTp (KAL) — cTpykTypHoe noa-
pa3aeneHne Hay4yHoro LeHTpa 3[0pOBbS AeTel, OKa3biBalowLiee MOHbIA
CNEKTP KOHCYNbTaTUBHbIX U 1a60PaTOPHO-UHCTPYMEHTA/IbHbIX MeAULIUH-
CKMX YCnyr AeTsaM M noapocTKkam B Bo3pacte ot 0 no 18 ner.

B KOHCyNbTaTUBHOM oTAeneHumn LieHTpa MeauLIMHCKYI0 MOMOLLb OKa3bl-
BatoT cBbllwe 200 cneumnanuctToB no 36 crneuunanbHOCTAM, GYHKLMOHUPYET
TaKKe LleHTp cemerHon BaKUMHONPODUNAKTUKM.

AWATHOCTUYECKHME CNYKBbl KAL|

e O1gen ny4yeBo# AUArHOCTUKH
MPT, KT-uccnenoBaHWa ¢ aHECTE3WONIOTMYECKMM oGecrevyeHneM. Takke
BbinonHsaoTcA KT-uccnegoBaHue KopoHapHoro Kanbuus (Ca-score);
KT-kopoHaporpadus, MPT npoBoAALLMX NyTeW ros0BHOMO U CIMHHOIO MO3-
ra (aMddy3MoHHO-TEH30pHAA TpaKTorpadus), YpecnulLeBOLHOE YbTpa-
3BYKOBOE uccnefoBaHue cepaua, Y3W auctanbHoro otena TonACToN KULWKK

Uudopmauusa ana neguaTpos

M aHanbHOro COUHKTEPa C aKBaKOHTPAcTUpOBaHWEM (KOMGWHWUpPOBaHHas

MeToaunka). OTaeneHue ocHalleHo YeTbipbMms MP-Tomorpadamu (oauH

¢ HanpsixkeHHocTblo B 3,0 Tecna), AByms KT-annapatamu ¢ BO3MOXHOCTbIO

«[IByX3HEPreTU4ecKoro CKaHMpoBaHus», Mammorpadom, AEHCUTOMETPOM,

Y3-npubopamu aKCnepTHOro Knacca.

e OTgeneHne MHCTPYMEHTAa/IbHON U 1a60PaTOPHOH AUArHOCTUKH
[nutenbHble MOHWTOPUHIK 33T B HOYHOE M AHEBHOE BPEMS; CYyTOYHbIE
MOHUTOpMpoBaHus IKI, ALl; KOMGUHUMPOBAHHbLIE MOHUTOPUHIU; NOIUCOM-
Horpadus; KapanopecnupaTopHble MOHUTOPUHIU, UCCNEeAOBaHUA GYHK-
LMW BHeELWHero [blxaHus (CMOHTaHHOE [blxaHWe BO BPEMS CHa) y AeTen
rpyAHOro U paHHero Bo3pacTta; UCCNeA0BaHWs Bbi3BaHHbIX NOTEHLMAN0B
(COMaTOCEHCOPHbIX, 3PUTESbHbIX, CIYXOBbIX); 3/IEKTPOHEnpoMuorpadus
(moBepxHOCTHas U CTUMYNSALMOHHas). B KabuHeTe naGopaTopHOW Auar-
HOCTUKW NPOBOAATCA UCCNEA0BaHWUA C LeNbl0 PaHHEro BbiiIBNEHWUS npe-
[MKTOPOB caxapHoro fguabera (MMUKUPOBaHHbLIA reMoriobuH B KPOBM,
MUKPOanbGyMUH B MOYE); anneproguarHocTuka (Ha aBTOMaTM4eCKOM aHa-
nuzatope ImmunoCAP 250; Phadia, LUBeuus, NpM3HaHHOM «3010TbIM
cTaHAapTOM» anneprofMarHoCTUKU BO BCEM MUPE), @ TaKKe AWarHoctuka
QYTOMMMYHHbIX 3260/1€BaHUN.

TecHoe B3auMMoAenCcTBME ABYX COCTaBHbIX Yacten HUW npodunaktuye-
CKOW neanaTpun U BOCCTaHOBUTENbHOMO SieveHnss Hay4Horo LeHTpa 340poBbs
netent — KL v PeabunutaumoHHOro LEEHTPa — MO3BOJISIET OCYLLECTBAATL BOC-
CTaHOBUTESIbHbIE U NPOPUNAKTUYECKWE MEPONPUATUA B MONHOM 06beme Ans
BCEX 06paTUBLUMXCS NaLMEHTOB.

Appec: 119991, MockBa, JIOMOHOCOBCKUI Np-T, 4. 2, CTp. 2,

Ten.. peructpatypa — +7 (495)967-14-20, +7 (499) 134-03-64,
+7 (495) 798-26-51, kabuHeT MPT — +7 (499) 134-10-65, LleHTp cemeiHowM
BaKUMHOMPOOUNAKTUKKM — +7 (499) 134-20-92

UHTepHeT-cant: www.kdcenter.ru, www.nczd.ru
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1. GeaepanbHble KAMHUYECKME PeKOMEHAALIMM MO AMBrHOCTUKE U AeHYeHMIO OPOHXMAABHOM acTmbl, 2013 1.

2. MIHCTPYKUMS NO NMprmeHeHuio npenapata CUHIAOH®.

TEAEOH PUXTEP

MpepacTaButenbcteo OAO «lepeoH Puxtep» (BeHrpus): r. Mockea 119049, 4-i1 [lobpbIHUHCKWIA Nep., 4. 8
Ten.: (495) 987-15-55, QakKc: (495) 987-15-56 e-mail: centr@g-richterru  www.g-richter.ru
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KGonap

omanusymab

Omanuaymab, nuodmnnusat Ans NPUroToBNeHUs pacTeopa Aans
MOJKOXHOro BBeAeHus, 150 mr.

Omanusymab SBNSETCA FYMaHW3UPOBAHHLIM  MOHOKMOHANbHbIM
AHTWTENOM, NONY4eHHbIM Ha OCHOBE pekombuHaHTHoM [HK, cenek-
TWBHO CBA3bIBANOLLMMCS C UMMYHOrN06YnMHoM (IgE).

MOKA3AHUA.

Jle4eHne nepcuUCTUpYIOLLEA aTONUYECKON OPOHXWANbHOM aCTMbl
CPEAHETSHKENIOr0 U TSXKEI0ro Te4eHus, CUMNTOMbI KOTOPOII HeA0CTa-
TOYHO KOHTPONUPYIOTCA NPUMEHEHWNEM UHIaNSLNOHHbIX TIIOKOKOPTU-
KOCTEPOMAO0B Y NALWMEHTOB 6 NET 1 cTapLue.

Jle4eHne XpOHNYECKO MANONATUYECKO KpanuBHULbI, PE3UCTEHTHON
K Tepanuu 6nokatopamu H1-ructaMnHOBbLIX peLenTopos, y nauueH-
TOB 12 net u cTapLue.

103bl 1 CNOCOB NMPUMEHEHUS.

Aronuyeckas 6poHXUaIbHAsA acTMA:

B 3aBMCMMOCTM OT MCXOAHOW KOHUeHTpauun IgE (ME/mn) n maccel
Tena naumeHTa (Kr) pekomeHyemas fo3a npenapara cocTaBisier o7
75 0o 600 mr 1 pa3 B 2 unu 4 Hefenu.

XpoHnyeckas uanonatn4eckas KpanuBHuLA:

Pekomenayemas nosa npenapara Kconap coctasnset 300 Mr kaxable
4 He[lenn B BUJIE NOJKOXHOWM UHBLEKLINNA.

NMPOTUBOMOKA3AHMAL.

[MoBbILIEHHAsA YYBCTBUTESIbHOCTb K OManu3ymaby wnu K fo6omy
APYromy KOMMOHEHTY npenapara.

NPEAOCTOPOXXHOCTW.

[Mpenapat He cneayeT NPUMEHATb ANS JIEYEHUS OCTPbIX NPUCTYNOB
6pOHXMANTLHOM aCTMbl, OCTPOro 6pPOHX0CMAa3Ma UK acTMaTU4ecKoro
ctatyca. locne Hayana neveHns npenapatom Kconap He pekomeHay-
€TCA PE3KO OTMEHSATb CUCTEMHbIE I UHraNALMUOHHbIE TTTHOKOKOPTH-
KocTepouabl. Co6ntojate 0CTOPOXHOCTb NPU NPUMEHEHWUN Y NaLeH-
TOB C HapYLUEHWUAMU DYHKLUN NEYEHN U/UMN NOYeEK, C ayTOUMMYHHbI-
MK 3260/eBaHNAMM UNK 3a60MEBAHNAMM, CBA3AHHBIMMU C HAKOMNEHN-
€M MMMYHHbIX KOMMMEKCOB, C PUCKOM pPas3BUTUS MapasnuTapHbIX
60ne3Hen, Npy pasBUTUN MECTHbIX UMW CUCTEMHBIX annepruyecknx
peakuun (BKMYas aHadpunakTuyeckue peakun U CbIBOPOTOYHYHO

60Me3Hb), NP GEPEMEHHOCTU 11 B NEPUOJ rPYAHOr0 BCKAPMUBAHNAS.

B3aumopeincTeue ¢ Apyrumu NIeKapcTBEHHLIMU CPEACTBAMM U Apyrue
BUAbl B3aumopencTBui. CneuunanbHbiX UCCNEA0BaHWIA N0 B3auMO-
JencTeui0 npenapata Kconap C fieKapcTBEHHbIMW Npenapatami,
BKJ1104as BAKLMHbLI, He NPOBOAWNIOCL. B3aumopericTBue npenapara
Kconap ¢ nekapctBeHHbIMU npenapatamul npefHa3Ha4eHHbIMU NS
NeYeHNs BPOHXUANTBHOM aCTMbl UM XPOHWYECKONA MANONATNYECKON
KpanuBHMLbI, ManoBeposaTHO.

NOG0YHOE AENCTBUE.

Ha doHe Tepanuu npenapatom Kconap Habnwoanuch creayroLime
pefikne CepbesHble HeXenaTenbHble SBJeHUs: aHaduiakTu4eckue
peakunu (Hann4ue aHadMNakTU4eCKMX peakunil B aHaMHe3e MOXXeT
OblTb (PAKTOPOM pUMCKA), BKIKO4asA aHTMOHEBPOTUYECKWA OTEK, U
Apyrue annepruy4eckne COCTOSHWA, B TOM YUCNE annepruyeckumi
6poHX0CnasM, annepruyecknii rpaHynemMaTosHblil aHruuT (CUHAPOM

MEPEQ HAYAJIOM NPUMEHEHUA O3HAKOMbTECb C MHCTPYKLMEN MO
MEAWULUHCKOMY NMPUMEHEHUHO

KPATKOE OMWCAHWE. KCOJIAP / XOLAIR®

Uy NOVARTIS

-
ap so~
Ko .

ousﬂﬂsyua

n oaneHR

Ao 7 rs s

L K70 C pacTROpHTE

ot .MF\IDM

vert
jlzate and .

:-cs:Lsulhculanwuu =k

SILEVAON )

ALHE T

P T s P
O

ML gy o NS 3 PR § e §

bon
stion] for 0
sex for it
{water

s

v O ‘r, -

Yapra-Ctpocca), Tsxenas uanonaruyeckas Tpomooun-
TOMEHUS, CbIBOPOTO4HAA 60NE3Hb.

OyeHb 4acTo: TONOBHas 60nMb. Yacto: runepTepmus
(04eHb yacTo -y peteni 6-12 71eT ¢ aTonN4ecKoi 6POHXM-
anbHOV aCTMOI), peakLun B MecTe BBeLeHNA npenapara,
OTeK, aputema, 3yg, 6onb B anuracTpum (y Aereit),
Ha30(hapuHruT, UHQEKUNU BEPXHUX  [bIXaTeNbHbIX
nyTen, BKMOYasA BUPYCHOI 3TUONOTUMN, NHADEKLIMN MOYe-
BbIBOAALLMX MYTEIA, CUHYCUT, FON0BHAs 60Jb U rON0BHAS
00/b B 06/1aCTV NPUAATOYHbIX Na3yx HOca, apTpasnrus,
Muanrus, 60/b B KOHEYHOCTAX, KOCTHO-MbILLIEYHAS 60/b.
Heyacto: ronoBOKPYXEHWe, COHSIMBOCTb, Napectesnu,
CWUHKONAmbHbIE COCTOAHWUA, MOCTYpanbHas rUNOTEH3Ms,
«NPUNMBbI», (HAPUHIUT, Kallenb, TOLIHOTA, [uapes,
Ancnencus, KpanueHNLA, Cblfb, 3y, DOTOCEHCUOUNN3a-
UMs, YBESIMYEHME MacChl Tena, YyBCTBO YCTanocTw,
OTEYHOCTb PYK, rpuNnonojobHOe cocTosHue. Pejko:
napasutapHble 60/1€3HW, OTeK TropTaHu, BbipaboTka
AHTUTEST K JIEKapCTBEHHOMY Npenapary.

Mpu npumeHeHun npenapata Kconap B KAWMHWUYECKON
MpaKTUKe 0TMEYanuch: anonewLus, 0Te4YHOCTL CYCTaBOB.
®OPMA BbINYCKA.

Jlnoounuzat gng  npurotoBneHWs pacteopa  Ans
NOAKOXHOro BBefeHNA, 150 Mr, B KOMMIeKTe ¢ pacTBo-
putenem — Boja Ana uHbekuuin. OnuH onakoH ¢ nuodu-
NN3aTOM B KOMMJIEKTE C OJHOI amnyioi pacTBOPUTENS 1
C MHCTPYKLMeid N0 NPUMEHEHUIO B KAPTOHHOI Navke.
Mpumeyanue ansa Bpaya. Mpexne, Yem Ha3Ha4NUTb npena-
part, noxanyicra, 03HaKoMbTECb C MOAPOBHOI UHCTPYK-
LIMEeN No NPUMEHEHNIO.

Hosaptuc ®apma AT, Lseiuapus, npousseseqo Hosap-
Tc ®apma Lreiid AT, LWBeiinapus.

PeructpauuoHHoe yaoctoBepeHue: JICP-000082

01 29.05.2007

Tornbko ons MeLULMHCKMX 1 dapMaLeBTUYecKmnx paboTHNKOB. [nsg pacnpocTpaHeHns B MecTax NpoBefeHNs MeLULMHCKUX UK
(hapmaLeBTU4ECKUX BbICTABOK, CEMUHAPOB, KOH(EPEHLMIA 1 UHBIX NOLOGHBIX MEPONPUATUIA»

PHARMACEUTICALS

496541/Xol/A4/01.2016/7000

000 «HosapTuc ®apma», 125315, r. MockBa, JTeHUHrpagckuii np-T, 4. 72, kopn. 3
Ten. +7 (495) 967 1270, dhakc +7 (495) 967 1268. www.novartis.ru
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WNHosun nparobekc, Tabnetkn 500 mr N2 20, N2 30 1 N2 50

Mob6exxpaet BUpycbl B Nt0b6oe Bpemsa roaa!l

CMeosiosds Kjiemeka

NmmyHoCTUMYnupytowmin npenapat

C NPOTUBOBUPYCHOWN aKTUBHOCTbIO
ANA KOMIJIEKCHOI Tepannn BUPYCHbIX
NH$eKLUMIn Yy B3pOC/bIX 1 geTein’

e bBnokunpyet pa3mHOXeHve BUpPYCOB'
e AKTMBMpPYET NPOTUBOBUPYCHbIN
NMMYHUTET' ’

1. IHCTpYKLMA NO NpuMeHeHwio npenapata [onprHOCKH (/ @ 2
T06neroy

TEAEOH PUXTEP

MpepctaButenbctBo OAO «fegeoH Puxtep» (BeHrpus): r. MockBa, 119049, 4-1 [lobpblHUHCKMIA Nep., A. 8
Ten.: (495) 987-15-55, Makc: (495) 987-15-56 e-mail: centr@g-richter.ru  www.g-richter.ru
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WHdbaTpuHn — onTumMant
cbanaHcnpoBaHHasi cMe
L0151 KOPPEKLMY POCTa 1A BE
y IeTen

AHDATRANY
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ynaxkoBKa

PFNUTRICIA

Infatrini

MPO®UJIAKTUHECKASA
NEAUATPUSA + CD

2-e, 0GHOBJ/IEHHOE U OMNOJIHEHHOE U3jaHue

Mopg pepakuyumeit: A.A. bapaHoBa, J/1.C. HamasoBoi-bapaHoBo#n
loa nspganusa: 2015
KonunyecTtBo cTpaHuu: 744

MpeactaBneHbl HOBEWLIME [aHHbIE MO OCHOBHbIM pPas-
fenam npodunakTM4yeckon neamatpum: no GopMUPOBaHNUIO U
OXpaHe 3[10p0Bbs HEPOXK/AEHHOro peGeHKa (nnojaa) U HoBO-
POXKAEHHOrO, 30POBbSA MOJPACTAIOLLIEr0 NOKOEHHUS; MO CO3-
JlaHWIO OMTUMaNbHbIX YCNOBUI AN GOpPMMPOBAHUS 3[10PO-
BbSl, DUBNYECKUX U UHTENNEKTYaIbHbIX BO3MOXHOCTEN AETEN;
Mo opraHn3aLnM MeauLIMHCKOro 06CyKMBaHUS AETEN, OLIEH-
Ke U3MYECKOro, HEPBHO-MCUXMYECKOTO PasBUTUS, AWCMAH-
CepHOMY HabNOAEHMIO 3A0POBbIX AETEN, OpraHu3aLunn rpya-
HOro BCKapMJIMBaHWS, yxo/ia; No opraH13aLum 0310P0BIEHUS
yacTo 6onetoLmnx aeten 1 ne4ebHo-NpodUNaKTMHeCcKom Nomo-
LM B IOLIKONbHbIX 06Pa30BaTENbHbIX YHPEKAEHUAX U LLIKOSAX.

KHura npeaHasHayeHa ans Bpayen AETCKUX NOUKIUHMUK,
neaMaTpoB, HEOHATOMIOrOB W [IPYrKX CneLuannucToB, paboTa-
IOLLMX C AE€TbMMU, COTPYAHUKOB 06pa30BaTeibHbIX U HayYHbIX
YYPEKAEHUN, OPraHM3aToOpPoOB 3/PaBOOXPAHEHUS, Bpayewn
obLen NpakTUKK, cTyaeHToB VI Kypca MeanLMHCKUX BY30B,
WHTEPHOB M OPJIMHATOPOB.

NMPOOUMITIAKTUYHECKASA

NEONATPUSA

Mop pepakumen A.A. BapaHoBa,
J1.C. HamasoBon-bapaHoBon

T

Cotos
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VLLIEN 1151 rPYAHOro pebEHKa ABNSET

HO Koraa Bpad no EHAYET cneunanbHOe nuTaHue, nNpo

LLIEI aIbTEPHATHBON.

BnepBble!

[oTOBAaA K ynoTpebneHnio cMecb
C YaCTUYHO r’MApoOnN30BaAHHLIM 6enkomMm*

MUTAHKME ATA CNELMANBHBX
MEQWULIMHCKWX LIENEA

/ . «
Oforarur, AR HEOHOWEHHBIX
{11 [ - 2 o P » W Manasec
= Byanorg f HEIX QETER

€ pOMOEHUA
MOnoKg

PreNAN® FM 85 PreNAN® Stage O** PreNAN®

» MMNoannepreHHbln 0boraTuTe b » [0TOBaA K ynoTpebneHunto cMecb.  » CyxanA cMmecb AnA

FDy,ElHOFO MOJ10Ka. > I_IO,ClXO,ElI/IT B KayecTBe onTMasnbHOro

» BbICOKOrMapONN30BaHHbIN €ANHCTBEHHOMO NCTOYHMKA EgcgangagiigrﬂeTeﬁ
1009%-Hbll CbIBOPOTOHHbIN nUTaHNA, B TOM Ynche AnA A A ‘
6enok. ageTten C Maccou Tena MeHee > CoﬂepmaHme 6enKa

1000 r.

» BO3MOMHOCTb paHHero Ha4ana . 2,9 /100 Kean.
oboralenuna (1 cTuk — 1 r/20mn > H8CTUYHO FMAPONIM30BaHHDIN » Bo3MorKHO pa3BegeHve
FPYAHOMO MOMOKA). éOO%'HbM CbIBOPOTOHHbIN Ha 70 1 80 KKan Ha 100 mn

€/10K.

rOTOBOW CMECW.

» CogeprkaHue 6eska
3,6 r/100 KKan.

WH®OPMALIA TONbKO ANt MEAULIMHCKUX PABOTHVKOB

BAXKHOE 3AMEYAHWE: B cOOTBETCTBUM C peKOMeHpauyelt BecemupHoii opraHuaaunm 3apaBooxpaHeHns (BO3*) 6epemeHHbIX U POXEHML, HEOGXOAUMO MHOPMMPOBATL O MPEUMYLLECTBAX FPYAHOTO BCKAPMAMBAHUS
o6paLLast 0co60e BHUMAHWE Ha TO, YTO MMEHHO OHO 06ECMEeYMBAET CaMoe paLyoHanbHOe NTaHue U UMMYHUTET AeTedt. YKeHLUMHAM, POAMBLUMM [ETel, HY)XXHO 0GbACHUTL METOAIbI NOAFOTOBKM U NOAAEPXAHNS NaKTaumn
[lenas akLEHT Ha He0OXOAMMOCTY COANAHCUPOBAHHOTO NUTAHNS CaMOiA XXEHLLIHbI Kak BO BpeMst 6epeMeHHOCTI, Tak 1 nocne pofoB. CriefyeT YOenuTh XEHLLMHY B HELOMYCTUMOCTM HEOO0CHOBAHHOMO BBEJIEHUS YaCTUYHOrO
NUTaHUS AETCKAMM CMECAMIA 13 OYTbINOYKM WK APYroV MULLYM W MUTBS, TaK Kak 3T0 MOXET OTPULIATENbHO CKa3aTbCA Ha rPYAHOM BCKapMnvBaHi. Kpome TOro, KeHLLMHbI AOMDKHbI 3HaTb O TOM, 4TO BO3BPALLEHHE K rPYAHOMY
BCKapMNMBAHIIO 04eHb CMIOXHO. [laBasi COBET MO0A0N Matepi 06 MCMONb30BaHNN IETCKON CMECH, HEOOXOANMO 06paTUTb eé BHMAHWe Ha COLMarbHbIE W (DHAHCOBbIE MOCNEACTBIA 3TOMO PeLLeHNs. Tak, ecnin Pe6EHOK
HaxX0AUTCA UCKIIOHUTENbHO Ha UCKYCCTBEHHOM BCKapMNvBaHWK, TO B Hefienio Tpebyetcs 6onee 1 ynakosku (400 r) cmecu. [03TOMy NPy NPUHATIAN PeLLeHIst 06 NCKYCCTBEHHOM BCKapMIINBAHIN XEHLLMHA [OMDKHA Y4UTbIBATE
3aTparbl 1 (PUHAHCOBbIE 06CTOATENLCTBA CEMbM. YKEHLLMHAM HE0BX0AMMO HANOMHITb, Y4TO FPYAHOE MOMOKO He TOMbKO CaMoe fy4LLEee, HO 1 CaMoe SKOHOMIUYHOE NUTaHWUe ANs rPYAHbIX AeTei. ECn npuHMMaeTcs peLuenme
06 MCKYCCTBEHHOM BCKapMAMBaHUM, 0YeHb BAXKHO O6Y4UTb XKEHLLMHY MeTofaMm NpaBuUnbHOrO MpUroToBAeHUs cMeck. Mpu 3ToM 0C0G0e BHUMaHME ClesyeT 06paTuTh Ha TO, YTO UCMOAb30BAHWE HEKWNAYEHON BOAbI,
HECTEPUNN30BaHHbIX GYThINOYEK, a TaKXKe HeMpaBunbHOE pa3BejeHne CMecu MOTYT CTaTb NMPUYMHOI 3a6oneBaHns pe6éHka. *Cm. MexayHapoAHbI KOAEKC N0 MapKETUHTY 3aMeHuTenel rpyaHoro MoNnoka, 0800peHHbIi
BcemnpHolii accambneeii 3npaBooxparetis B pesontoumn WHA 34.22 B mae 1981 roga.

PreNAN® Stage 0 n PreNAN® — ans peteit ¢ poxnaeHus. Heobxoauma KoHcynbTaums cneunanucta. Tosap 3apeructpuposad. 000 «Hectne Poccusi». Bompockl HanpaensTts no agpecy: contact@ru.nestle.com
BecnnarHas rops4as nuuns: 8-800-200-20-55.

* B nHeKe CMeceil, MapKUpoBaHHbIX TOBapHbIM 3HakoM PreNAN®.

**Stage 0 — ctynetb 0.

©BnaneneL ToBabHbIX 3HaKoB: Societe des Produits Nestle S. A. (LLiseiiuanus).



R e

Oro
Puchamitiiy
=
=

v

3 __,./.Z. _,r.’.

—~L

Kanm
i 3 e
e 2,6 & Punhasuun®
R, - e e L
i S Ay -
g

-

MecTHaa aHTu6akTepuanbHas
Tepanusa OTUTOB

ob6ocmpeHue XpOHUUECKUX
\ omumoe

HapycHble omumal

ocmpule nepgopamueHsie

omumot

000 «Pycduk», MockBa, KpacHonpecHeHckana HabepexHas, 12, LMT
E-mail: info@rusfic.com, Ten./dakc: + 7 495 258 20 06

L\ LAB. BOUCHARA RECORDATI

KapmaHHbIA cnpaBoOYHUK

OKA3AHME CTALIUOHAPHOM
nomMoLin AETAM

KapmaHHbIM cnpaBoOYHWK NpeaHa3HavyeH ans
Bpayen, MEOMLMHCKUX CecTep W Apyrux pabort-
HWKOB 3/paBOOXPaHEHWUs, KOTOPblE OKa3blBalOT
MEAMLIMHCKYIO MOMOLLb AETAM B Y4YperKaeHMax
nepBUYHOro 3BeHa. [laHHoe usgaHue, BTopoe no
CYeTy, COAEPXMUT HeJaBHO OGHOBJIEHHbIE W OMy-
O6/IMKOBaHHbIE KIMHUYECKNE peKoMeHaaLunn BO3,
KOTOpble NepeBenr U afanTupoBanu Ana yutarte-
JIel POCCUICKNE neanaTpbl.

B cnpaBoYHWKE MNpMBEAEHbl PEKOMEHAALMU
KaK Mo CTalMOHapHOMY, TaK M No amGynaTopHOMY
JIEYEHUIO AETEW B YCNIOBUAX OrPaHUYEHHbIX Pecyp-
COB, T.€. B HeOO/blON 6ONbHULE C 6a30BbIMMU
BO3MOXHOCTAMW MO N1abopaTtopHON AMarHOCTUKe
M caMbiMW HEOBXOAUMbIMU NIEKapCcTBaMu. B HeKo-
TOPbIX Cy4asx 3TM peKoMeHAaLuKu, MOryT UCMOoNb-
30BaThbCs B KPYMHbIX MEANKO-CaHUTAPHbIX LIeHTpax
NepPBUYHOIO YPOBHS, rAe€ OKa3biBaeTcsl aMbynatop-
Hasi MeanLIMHCKasa NOMOLLb 60/1bHbIM AETAM.

PekomeHaaumMn KapMaHHOro cnpaBoOYHUKA
HanpaBieHbl Ha neYyeHne 6one3Hen, KoTopble fB-
NIAOTCH OCHOBHbLIMU MpPUYMHAMU AETCKOM CMEPT-
HOCTW B pa3BUBalOLLIMXCA CcTpaHax. K TakuM npu-
YMHaAM oOTHOcATCA 60NEe3HN HOBOPOMKAEHHbIX,
NHEBMOHMWS, AMapes, Mansapus, MEHUHIUT, CENTH-
LIEMUS, KOPb Y CBA3AHHbIE C HUMMW COCTOSIHUS, TS-
¥enoe oCTpoe HapylweHue nutanus, BUY/CMNUL
y aeten. TakKe 3aecb NpUBEAEHbI PEKOMEHaLIUM
Nno NIEYEHUIO B YCIOBUAX HEOGONbLION GONbHULIbI
Hanbonee 4acTbIX XMPYPruyecKux 601e3HEN.

OKA3AHUE
CTAIIMOHAPHOI

IIOMOIIU JETIM

PYKOBO/ICTBO IIO JIEYEHUIO
HAWBOJIEE PACIIPOCTPAHEHHBIX
BOJIEBHEN Y JETEN

BTOPOE NU3JIAHUE

0% P \‘*\), World Health
.77

~*/# Organization

~——

LleHa 6e3 yyeta noctaBkn 500 py6.



MpeanbHom nuien Ana rpyaHoro pe6e|:ma'-‘

KAYECTBEHHOE NUTAHUE —
OCHOBA BYAYLLEFO 300POBbA!

NAN® OPTIPRO® OBECNEYUBAET AQEKBATHOE KONUYECTBO
N BbICOKOE KAYECTBO BE/TKA HA NPOTAXKEHUU
BCEro NEPBOIro roaA >X3Hu

oo

NANS

OPTIPRO.

)

—————

C poxkpeHun C 6 mecAueB =

C poxkpeHun C 6 MecAaues
NMpodunakTuKa

anneprum

YKpenneHne UMMYHUTETA VKpenneHne UMMYHUTETA

ONTUMU3NPOBaAHHbIN 6eN10K ONTUMU3UPOBAHHbIN 6eN0K
3p0poBbIA POCT U pasBuUTUe 3a0poBbIA POCT U pasBuTUe

Jlerkoe ycBoeHue, Jlerkoe ycsoeHue,
Xopoliee nuiieBapeHne XopoLuee nuiieBapeHue

NEPBbLIVN BbIBOP OCHOBHOW BbIBOP

BakHoe 3aMeyaHue: 1aeanbHOW NuLLe AnA pebeHKa ABIACTCA MOIOKO MaTepy. Heo6x0AMMa KOHCYIbTaLMA CreyuanicTa.

BcemupHan opraHn3aumA 30paBooxpaHeHna (BO3*) peKoMeHayeT UCKMIoYUTENIbHO rpyAHOe BCKapMVBaHue. KoMnaHyA «<HecTie» nogaeprmBaeT AaHHY0 peKoMeHaaLUmio. B CooTBETCTBIM C peKoMeHaLme
BO3, 6epeMeHHbIX 1 POXKeHYIL, He0EX0AMMO VHGOPMUPOBATL O MPEUMYLLIECTBAX PYAHOr0 BCKAPMMBaHIA, 06paLLan 0coboe BHIMaHWe Ha TO, YTO MMEHHO OHO 0becreynBaeT camoe PaLMOHasIbHOe NUTaHue
W IMMYHWTET feTei. HeHLVHaM, POAVIBLUMM AeTel, HYKHO O6bACHNTD METO/bI NMOArOTOBKY U NOAAEPHAHVIA NAKTaLMK, AeNaA aKLEHT Ha HeO6X0AMMOCTU C6aNaHCMPOBAHHOMO MUTAHUA CAMO MEHLLMHDI
KaK BO BpeMA 6epeMeHHOCTU, TaK 1 nocne poaos. CreayeT yoeanTb HeHLLMHY B HeAoMyCTUMOCTU HEOBOCHOBaHHOMO BBEAEHWA YaCTUMHOrO MTHVA AETCKAMM CMECAMM U3 BYTHINOYKM WAV APYroi MM
W MUTBA, TaK KaK 3TO MOMET OTPULIATE/IbHO CKAa3aTbCA Ha rPYAHOM BCKaPMIVBaHUN. KpOMe TOro, HeHLLMHbBI A0/HHbI 3HaTb O TOM, HTO BO3BPALLEHVIE K rPyAHOMY BCKaPMVBAHMIO O4eHb CIOMHO. [laBan coseT
MO/I0/10/ MaTepy 06 UCMOb30BaHWN JETCKOW CMeC, He0HXOAMMO 0BPaTUTL ee BHIMaHUE Ha COLMasbHble U GUHAHCOBbIE MOCNEACTBUA 3TOrO peLleHVA. TaK, eciv pebeHOK HaX0AUTCA UCKMIOYUTENbHO
Ha UCKYCCTBEHHOM BCKapM/IMBaHUW, TO B Hefenio TpebyeTcA 6onee 1 ynakoBky (400 r) cmecy. Mo3ToMy Npyt MPUHATUM PeLeHA 06 NCKYCCTBEHHOM BCKAPM/IMBaHNN HEHLLIMHA A0/IHHA YYUTbIBATL 33TPaThl
1 GUHAHCOBbIE 06CTOATENBCTBA CEMbU. HEHLLIMHaM HeOBXOAVIMO HAMOMHUTL, YTO rPYAHOE MOJIOKO He TOIbKO CaMoe /lyyLlee, HO U CBMOe 3KOHOMUYHOE NUTaHWe ANA rpyaHbIX AeTei. EC npuHUMaeTcA
peLLeHe 06 UCKYCCTBEHHOM BCKapM/IMBAHWM, O4eHb BaXHO OGYUNTb HEHLLVIHY MeTO/aM NMpaBu/IbHOMO MPUrOTOBIEHWA CMeck. [pu 3TOM 0coboe BHUMaHVe ciefyeT 06paTuTb Ha To, YTO UCMO/Ib30BaHMe
HEKUMAYEHOV BOAbl, HECTEPUNM30BaHHbIX BYTbINIOYEK, 8 TaKMe HernpaBu/bHOe pa3BefeHne CMec MoryT CTaTb MPUYMHON 3360/1eBaHNA pebeHKa.

* CM. MeayHapoaHbIN KOAEKC MO MapKETVHIY 3aMeHUTenel rpyaHoro MooKa, 0A06peHHbIn BcemmpHoi accambneeit 3apaBooxpaHerva B pesontoummn WHA 34.22 B mae 1981 roga.

JAN® 1 OPTIPRO® 1 NAN® funoannepredHbii 1 OPTIPRO® HA — c porkaeHua, NAN® 2 OPTIPRO® n NAN® funoannepreHHbii 2 OPTIPRO® HA — c 6 MecAueB.

Bnagenew toBapHbix 3HaKoB: Société des Produits Nestlé S. A. (LLiBeiiapua). ToBap 3aperncTpupoBaH.
OX0AMMA KOHCYNbTaLMA cneyuanicta. UHGopMaumna ToNbKo ANA MeANLMHCKNUX Pa6OTHUKOB.
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NHWS 3A60Tbl Nestlé Nestis o

contact@ru.nestle.com
8-800-200-20-55

benapycb: 88-200-011-05-37

Pactn 3q0poBb
¢ MNepsbix AHei

OTBeTbl Ha BONPOCHbI N0 NUTAHUIO
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¢ Boub1i0ii BEIOOP MEIUIIUHCKON JINTEPATYPhI
Ocvonussss wmpnars : * Huskue nenb

*  Vio6uas ¢opma perucrpam

* PasHble BapuaHThI I0CTABKU

* OmeparuBHasi 0OpaTHast CBSI3b

e AxryasbHblie HoBocTH OT Coto3a nezmarpoB Poccnn
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JeKTPOHHAs OHOIMOTEKA KYPHAJIOB U3/]aTeIbCTBA
Coro3a neguatpoB Poccun «Ilennatpb»

HPI/II‘JIaH_IaeM BacC IIOCETUTH HOBbIE CaﬁTbI }KypHaJIOB U31AaTEJIbCTBA U OLICHUTH UX HpeI/IMyH_[eCTBa.

*  DJIEKTPOHHbBIE BEPCUU XKYPHAJIOB B OTKPBITOM JIOCTYIIE, 32 MCKJIIOUEHIEM [TOCJIEHETO TO/IA BBIITYCKa
*  B03MOXXHOCTb pa3MeCTUTh CTAThIO HA CAalTe C TOMOTIIBIO ATIEKTPOHHON pelakIiuu

* Tloamucka Ha cTaThio, HOMEP, HA FOJI JKYPHAJIOB TIOCJIETHETO FO/IA BBIITYCKA — I10 IIeHAM PeIaKI[UT

IIpermyniecTBa 1151 aBTOPOB Ky PHAJIOB:

*  IIOJHOE COOTBETCTBHE CAITOB KypHAIOB M31aTebcTBa TpeOOBaHMsAM 3apyOeKHbIX pedepaTuBHbIX (a3 JaHHbIX (Scopus,
Web of Science, PubMed u 1p.);

* NIPUCYTCTBUE JKYPHAJIOB B PasaMuHbIX 6azax panublx, Takux kak PUHIL, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITI RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u zp.

°  pasMelIeHNe II0 KeJAHUIO aBTOPA TOMOJTHUTEIBHBIX MATEPHAIOB K CTaThe (BUIEO, IIPE3EHTALIII)

CnimieisaTpibe

o BecThu POCCHACKOR SXIIEMMN MEDIMIHCKHE HaYE
a vestnikramn.spr-journal.ru

http://www.spr-journal.ru/ojs/index.php/onco
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B3AMMONEACTBHE C JPYTUMA NIPETAPATANM

GO pESNATONAASM 2PTPHTON, TOTYAOLIAK METOTPEKT, HET HESEAORMMOCTH B KOPPEKLIN AO3H 272
W22 WTH WETOTPEXCaTa. BUECTE CTe METUTPEACAT 1P ORHOKPATHOM H NOTODHOM TPHEHHAM CHIRaET
KIUPEHC QaTHyHaGa Ha 29 W 4435 COOTBETCTBEHHO. B KIWHISECKAK WCCREA0BAUAX HE OTMENEHO IPH3HaKOB
i TWAPOXAOPOXHH, NeAYHOMMR

Pekovengyenan Yywnpa'y s3pocnsc (P A04ner~ 20wr; AaA gereior4 50 1277~ 404
366810, PocC, . Y0 LHGOPHGLI 0 TGP LT O TUEHGHLD (e ) W e egenn (o0 Ty I
Homep perucrpauwonoro yRocrosepens: 1C-002422 e, WIpa B0 B
(8734 Cnmywrara), p Gaanc- e, era o 1340 17,1 Ka3kavan 10 40 W s 8 2 eenn, KIMHISECKHA TBET 06510 AOCTTAETCR B Tt
TeKapcTBeHHas PopMa: paCTaop ATA NORKOKHOTD BBCACH SV TOTHBODEBIGTIECKHNIH TETAPATaY MOKET G POROTXHa. Y Hexorop e nonyoun 1 P LN Tepann MOKer B T AT e nonysaer
B8 11 pACTBOpa OREPATCA BKTHEHOE BELECTBD:ARTAMYEE 40 METOTPeKCa, HOKET 6o AOCTHTHT, i p s0gexraot
OAPMAKOMOTYECKIE CBOVICTBA yhpa 10 40 r o1 a3 8 Herenw, TIOGOYHOE AEACTBHE
Aanwnyab npencaenser cobot asmiTeno, nennughn Bonesns K TIpHEITETsHO  13% NALIEHTOB MOXHO GXARATS Pa3BITHA DEZKLH b Wecte BaeAeHtn Tpenapara (o3a s
KOTOpORD aGHTHNH 11 uenceexa. ATATHMYNED CoTEKTHEHO CBRSNBBETCC QQKTOpON Hekposa omyiom anba i pApa® A8 83pochsx C Gonesso Kpota — 160 W 1+ e anbonee e

(0H0-0) w eimpanucyer Qy 32 coer nokanet re-
TOUHMA SS- 1 p75-peenropan K OHO-0.

TIOKA3AHWA K IPHMEHEHHIO

Bapocnbie

— CeaHeTRRET W TANETHIA SKTHEHHA PEBHETONRAIA JPTPAT (5 PEXHNE NOHOTEPATA TH & KOMOIHALIN

(pieHAETCA N0 Yerspe Wb 10 40 T B feks Wk 10

2enean (5

WCCe08aHARY). oG4 E3KLIK, BOHONHO TDANHHOCEA3aHHIE C TOHMEHEHNEI TDRTAPATS, KaK KWIe-
5

2henen (va 15-# gevs) — 80, ewte

e, 21/10,4acr0 > 1/100, Ho < 1/10,

" npenapans 30n01), CAMUHTATaM, HECTEDONRASIN TPOTHBO-
SOTANHTOTSHsA NPENRTaN  akaroreKai. KOMGHHMPOBHHOE TDHMEHEHHE ¢ asaTHONpHHONG-

SHOKaUECTBeHHX OBOOGPE308aHAI H CopE3HbX TOBONHIX P, CA32HHIX C HHDEKLITA, KISMOZTOC &
TPy RLIEHTO,  KOTOpX TPAMEHAAOCS KOMGHHHPOSGHHOR TpHNEHEE QRaTHMYVGS ¢ ZaTHOTpHHOW6-

y
oRAepAHBaILLY0 A03Y — 40 M O a3 B 2 Henenn. I HasHaleHN TENapaTa XyMApa® TepaniA ahoca-  esacro 2 1/1000, Ho < 1/100,pemko 2 1/10 000 Ho < 1/1000). BKMoSanach HaWBHICLZA UacTora, Habogaenan pasHeto
TWHTGTaH, IOKOKOPTIKOCTEPONRZMA W HTMETABONKTaA (2K, K2k MEPKATTONYDHH W Z5aTHOTpHH) i iexun. i SCOSIEK
Nauwetrs, MoryT nonyuiTs i, THEBMOHHG, CHHYGHT dapIHTT, . sabone-
i or 40mr Yywupa® Yacro: WhPeRLI (BKTINGR CENCAC, KaHAWACS W TpUTT), Whdexumn XKT (Bkmosan upycuoiii PRI, ALEHTOB, ¥ Koro-

3N TPOTIGOBOCTAMITeRs A Tperapara).

B DE
OO, . TOTOKITERsHit 33T MOKET BT ZOCTTHYT § T 12 eger. Pwiee 0 pexpauiesn

Tbeprynesow, a

FACTPOHTEDIT), WHOEKLIN KOKIN M NI T (K104 TaPORANAF, LETMOAT,WATETHT,
QAT 1 ONORCHBIOLH LA, W GEXLIN X2, WPEKLHN TOROCTH Ta (BKTOYEA TPOCTO repnec, opanb

TYGEDRYESON NI T2 HACMHIN KO3, TOMHKSS, K

— AKTHBHBIi 2HKHTO3IHPYIOLLH CTOHTATHT. He nonywaeT 390exTa o1 TepIeC H NOpaxeHHA W 3OPEKTUBHOCTS MeseHA aRanuMyMa6om AOMKHSI OLEHUBATBCA A0 Havana Tepani. Kak & Cryuae C ApyTin
— Bonesh Kpoka (cpeaHeTRXenoi i TKenoi crene): AsBenbi KomHT He anTaromscrann OHO, naukeHst OmKH Gty 0 noeogy i
- HEBIEKBATHOM OTBETE K TPAAHUNOHHY TEFaNIND, 3 TaRKE W H TaKeIOR SO Wdex- 20, B0 BPeNA W Nocie e agansywabon. Nauness, y KoTopsx PassnOCs WbextioHHoe 3aoneeane
KTRARALIOHHOR Tepan; er 160wr i i i, " i eI B0 BPENA NeSeHHR aZaTHNYMaO, A0TKH! BT BHABTAS H NOTHOCTR OGCrEAOBMS. pmeese afank-
YT B T A8y e NORPAR) B0 T epe 2 HeRern. TOCTe WHAYKLWONHOE ACSS PEKOMCHRYENGA TOR- 1123, GaKTepHaTHHE DU Yaco PAKKOKH,  ywaa JOMKHO 66T NDHOCTJHOSTEHO, eCT  TaLHHT2 PASBHBAETCA (epESHOR WHOEKLWONHOE OCTONHHYE
— XpowsecKih GRAUHI COPHZ3 (PEARETREAO H TRXENO CTneh), KOTAa NOKES2HA CHCTEMHRA TeparA  ACpABBOLLEA i CHeTEpBATOM i Hesacto: - wnn cencng, npn 3rom " TEDATIAR RO TPOSOIUTECA
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Cepaey4Ho-cocyancTbie 3aboneBaHusi (CC3) — oaHa M3 rMaBHbIX MPUYUH BbICOKOH CMEPTHOCTM BO BCEX CTpaHax Mupa.
B nocnegHue rogbl 3Ha4MMOCTb COCYAMCTbIX MOPaKeHUI cepaua 1 roloBHOr0 Mo3ra B CTPYKTYpe Mpu4nH CMepTHU NoApOoCT-
KoB Bo3pocsia. OCHOBHbIM (paKTOPOM pUCKa paTtaslbHbIX MCXOAO0B U TSXKEJIbIX XU3HEYrPoXKarLLmx oc/ioxHeHun CC3 siBisetcs
M36bITOYHBIN BEC M, B YACTHOCTH, OXKMpeHne. 3a nocaegHme 20 neT pacrnpocTpaHEHHOCTb 9TOro GaKTopa pUCKa cpeamn aeten
B Bo3pacte 6-11 neT yBenmunaach BABOe, cpeau noapocTtkoB 12-19 net — B 3 pa3a. O)KnMAaeTcs, 4To aKTyaslbHOCTb POo-
671eMbl B 6yayLLeM TObKO yBEANYNTCS. Ha npoTsaxkeHun nocaegHux 40 1eT aKkTMBHO M3y4asiu CBSI3b OXUPEHMS C HapyLLEHMEM
AblXxaHWs BO BpeMsi cHa. [1pn 9TOM CUHAPOM O6CTPYKTUBHOIO arnHo3/rMnornHod CHa paccMaTpuBaloT Kak O4HY U3 OCHOBHbIX
MPUYUH PasBUTUSI CePAEYHO-COCYAUCTLIX KaTacTpod y B3pOC/biX. B HacTosiLiem 0630pe npeacTaB/ieHbl pe3y/ibTaTbl aHaan3a
npo6aembl pa3Bnutusg CC3 npu HapyLEHUSIX CHa C OLI€HKOM NneanaTpUYecKoro acrneKkta aTtou npobaemMsi.

Knro4yeBble cnoBa: [etv, MogpoCTKM, CepAevYHO-cocyancTbie 3aboseBaHus, HapyleHus CHa, CUHAPOM O6CTPYKTUBHOIMO
arnHo3/rmnomnHoO3, NoJMCOMHOrpaduHsi.
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BMTUM CepAeYHO-COCYAUCTbIX 3ab0seBaHUM NMpU HapylweHuax cHa y aeTtew. Bonpockl coBpemeHHon neguatpun. 2015;
14 (6): 638-644. doi: 10.15690/vsp.v14i6.1471)

BBEJAEHME
B Hay4yHbIx paboTax nocneaHux 40 neT ocBelleHa CBA3b

COH U METOJl Ero AHAJIU3A —
MOJINCOMHOIPA®UA

OXMpPEHUs, cepeyHO-COCYAUCTOM MaToNormMm W Hapylle-
HUS AbIXaHUS BO BPEMS CHA, @ CUHAPOM OGCTPYKTUBHOIO
anHo3/rmnonHo3a cHa (COAIC) paccmaTtpuBaloT Kak OAHY
M3 OCHOBHbIX MPUYMH PA3BUTUS CEPAEYHO-COCYAUCTbIX KaTa-
cTpod y B3pocbix [1]. [MoKazaHo, 4To npobnemMa HapyLleHU
CHa y fleTen HeJoCTaTO4YHO U3y4eHa U NPUBEKAET BHUMaHUE
KaK Bpayen, TaK 1 poauTenen [2]. B coBpeMeHHOM MUpe Ync-
N0 GaKToOPOB, NPMBOASALLMX K HapYLIEHUAM CHa, Bbi3biBato-
LUMX COKpaLLeHWe ero NPoAo/IKUTENBHOCTH, @ TaKKe pa3Horo
poaa meTabonMyeckue HapylleHusl, BenuKko. B HacTosiiem
0630pe niMTepaTypbl NPeAcTaBieHbl pe3ynbTaTbl aHanM3a
npo6nembl pa3sutusa CC3 npu HapyLIEeHUsX CHa C aKLEHTOM
Ha neauvaTpUYeCcKui acnekT aTom NpobnemMobl.

CoH pebeHKa ntoboro Bo3pacTa ABASETCH OHUM U3 BaK-
HENLWNX KpUTEPUEB COCTOSHUA ero 340poBbs [3—5]. CywecT-
BYET MHOXECTBO OMNpeaeNieHnI CHa, YacTb U3 KOTOPbIX Npes-
CTaBNSET TOMIbKO UCTOPUYECKMIM MHTepec. B.M. KoBanb3oH
npegnaraet cnegyoulee onpegenexune: «CoH — 310 ocoboe
reHeTM4YeCcKn AEeTEPMUHUPOBAHHOE COCTOSIHWME OpraHu3ma
YyenoBeKa (M TeNNOKPOBHbIX XXMBOTHbIX, T. €. MIEKOMUTAIOLLMX
M NTUL), XapaKTepusyloleecs 3aKOHOMEPHOW MnocneaoBa-
TEeNbHOW CMEHOW OMnpeaefieHHbIX NoAnMrpaPUUEcKnx KapTuH
B BMAE UMKNIOB, Gpas v ctaaui» [5].

«3010TbIM CTaHAAPTOM» B UCCNEA0BAHUW HapyLIEHWN CHa
W [OblXaHUs BO BPEMS CHa MPU3HaAH MeToA NOSIMCOMHOrpa-
dun (MCI) [6, 7]. 3T0 06BLEKTUBHBLIN NONUPYHKLIMOHANb-
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HbIM METOA WMCCNeaoBaHWsA, BKIOYAIOLWMIA OAHOBPEMEHHYIO
C BWIEOMOHUTOPMPOBAHMEM PEruCTpaLMIiO 31EKTPOo3HLeda-
norpaMmmbl (336), 3NeKTPOOKyNnorpaMMbl, MblWEYHbIX MOTEH-
LManoB, 3NEeKTPOKapAMOrpaMmbl, AblXaTefbHbIX ABUMXKEHWUN
rPYAHON KNETKM M GPIOLLIHON CTEHKM, OPOHAa3asbHOro NOTOKa
BO3/yxa, HaCblWeEeHMS KPOBM KMCIOPOAOM, TeMnepaTypbl Tena,
CUHXPOHHOIO BMAEOMOHMTOpUpoBaHus. AHanua MNCI 1 onpe-
JeneHne cTaui CHa OCyLLECTBASIOT B COOTBETCTBUU C KpUTE-
pusiMu, npegnoxxeHHoiMmn A. Rechtshaffen u A. Kales [8].

®dusunonorua cHa

ApXUTEKTYpa CHa OCHOBbLIBAETCH Ha BblgefneHun 2 ero
das: MeasIeHHOro 1 6bICTPOro cHa. IAT1 Gasbl onpeaensoTcs
no pasnuyatowmnmes MCr-xapaKTepucTMKaM 3MeKTPO3HLe-
danorpamMmsbl, ABUMKEHMAM a3 U MbllleYHOMY TOHYCy. Pa3za

MEA/IEHHOr0 CHa — MNepuos OTHOCUTENbHO HW3KOW aKTUBHO-

CTW MO3ra, BO BPEMS KOTOPOW aKTUBHO BbINONHAETCS peryns-

TopHas GYHKUMA MO3ra, U ABMKEHUA Tena coxpaHeHbl. Pagy

Me[/IEHHOr0 CHa NoApa3aensitoT Ha cieayloLmne cTaamu:

e craaual (S;) — nepexon oT 604PCTBOBAHMSA KO CHY, 4acTo
XapaKTepn3yeTcs KaK «MOBEPXHOCTHbIA COH»; COMPOBO-
*aaeTcs nosBneHMem pparMeHTapHbIX 3pUTeNnbHbIX 06pa-
30B WU TUMHOrarM4ecKux raailounHaumi; Moryt MMeTb
MECTO KOPOTKME HEMPOU3BOSIbHbIE COKPALLEHWS MbILLL
B GONbLUMHCTBE Cilly4aeB Bce 3T PpeHOMEHbI SBASIOTCS
BapuaHTaMun HOPMbI;

e craaua Il (S,) cHa xapaKTepu3yeTcsd BbICOKOYACTOTHOM
puTMHUyeckon I3MM-aKTUBHOCTbIO, Ha3blBAEMOW «COHHbIE
BEpPeTEHA», U BbICOKOAMMAUTYAHLIMW MeA/I€HHOBOMHOBbI-
MU 3y6Lamu, HasblBaeMbiMKU K-KOMMNAeKcamMun M BepTeKC-
noTeHLManamu;

e cragum Ill n IV (S3 n S,;) MHaye M3BECTHbI KaK «y6o-
KWI», «MeANEHHOBOJIHOBOM» WK «[ieNbTa» COH; AN HKX
XapaKTepPHbl CHUXEHWE YacTOTbl AblXaTeNlbHbIX ABUXEHUN
1 BbICOKMI MOpor Npo6yKaeHus.
®da3a 6bICTPOro CHa XxapaKTepU3yeTcs NMOMHbIM OTCYTCTBU-

€M MbILIEYHOro TOHyCa (MCKYas AblxaTeNbHY0 MyCKynaTypy

W 3PEKTUNIbHbIE TKaHW), BbICOKUM YPOBHEM KOPTUKANbHOM

AKTUBHOCTW (HM3KUM BOJMbTaXX, CMELLUaHHble YacTOTbl), 4YTO

COYeTaeTcsl CO CHOBUMAEHUSAMM U 3MU30ANYECKUMU Nepuopa-

MU BbICTPOro ABMXEeHUS rna3. Pasbl MeaeHHOro U 6bICTPOro

CHa YepeayloTcs B TeHYEHWE HOYM UMKIMYECKH [6, 8].

HapyweHus cHa

[nana3oH paccTpoOMCTB CHa MO CBOEW MPUPOAE LIMPOK
W pasHoob6paseH. B npaKTMyeckon [OeATeNbHOCTU TaKKe
MUCMONb3YIOT YNPOLLEHHYIO KnacCcUdUKaLMo, OCHOBAHHYIO
Ha KJIMHWYECKOM cumnTomaTtuke. BbliaensatoT npe- (TPyAHOCTU
3acbiNaHus), MHTPa- (YacTble HOYHble MPOBYKAEHUSA) U NOCT-
COMHMYeCcKMe (6eCrnoKOMHOCTb MO yTpam, AHEBHas COHMU-
BOCTb, 3MOLMOHa/IbHas HEYCTOMYMBOCTb) PAcCTPOMCTBA U UX
coyeTaHusa [9-11].

KaK Ka4yecTBO CHa, TaK W ero npoAo/IKUTENbHOCTb OKa3bl-
BalOT 3HAYUTENbHOE B/IUSIHWE HA pPa3BUTME HEPBHOM CUCTe-
Mbl pebeHKa. CywectBoBaHWe NpobiaemM CO CHOM B AETCKOM
BO3pacTe 060CTPSAET PaKTUUYECKM BCE COMATUYECKUE, MCUXU-
aTpuyeckue, ncuxocoumasnbHble NPobaeMbl pa3BUTUA deTen
[12-14]. bedycnoBHO, HapyLlleHWe CHa BAUSET U Ha GU3nye-
CKOe pa3BuThe pebeHKa. Tak, cepbe3Hoe HapyLleHUe CTPYKTY-
pbl CHa NPUBOAUT K 3aMe/ieHnto pocTa [14].

3Ha4YMMOCTb HapyLLEHWM CHa Yy pebeHKa BbICOKa, T.K. AaH-
Has npobsema MOXET TpaHCPOPMUPOBATLCH B HapyLLIEHUS CHa
y B3pocnbix. K coxaneHuio, 3T0 HanpasfieHWe HeaoCTaTOYHO
noapo6HO OMMCaHO B Y4eOHMKaX M PYKOBOACTBAX, U Bpayu
CKNIOHHbI HE10OLIEHNBATb BIMSTHUE HAPYLLIEHHOrO CHa Ha 340PO0-
Bbe pebeHKa 1 GopMUpoBaHMe OTAaNEHHbIX NOCNeACTBUM [2, 4].

ABCTpanumncKne, HEMeELIKME 1 LWIBEACKUE neanaTpbl OTMe-
TMNK, 410 U3 32-37% poautenen aeten, y KOTOPbIX 0ObeEK-

TMBHO OblIM NOATBEPKAEHbI AblXaTe/bHble HOYHbIE Hapylle-
HUS, ToNbKo 15-18% o6pallanncb 3a BpaiyebHOM MOMOLLbIO.
N3 3TOro MOXHO 3aKN04YUTb, YTO POAMTENN HE 3amMeYaloT Uan
He NpuaatoT 3Ha4YeHUs KavyecTBY CHa Yy AeTEN U BO3MOXHbIM
NOCNeACTBUSAM ero HapyLlweHus. MocTynar, 4To HapyLleHWs cHa
B JETCKOM BO3pacTe BCTPEYAlOTCS peXKe, YeM BO B3POCIIOM,
4yacTo noaBepratT COMHeHuo [15-17].

MCr-koppenatbl PacCTPOMCTB CHa — 3TO yBeNUYyeHue
NpoLIeHTa NPeACTaBAEHHOCTU OT O6GLLErO BPEMEHM CHa HEerny-
OGOKMX, MOBEPXHOCTHbIX, CTagui cHa (S; U S,-ctaaun dasbl
Me[/IEHHOr0 CHa), YacTble U/UNK AnuTeNbHble Nepuoabl 604p-
CTBOBAHMUA BHYTPU CHa, Peaykuus rnyboKoro MeaseHHoro
cHa (S3, S,), yBenuyeHue ann3oLoB ABUMKEHUS Tesla U KOHeu-
HocTew [2, 6].

CUHAPOM AMHO3/IMMNOMHO3 CHA Y [IETEM

U NOAPOCTKOB

Haunbonbwero BHMMaHWA cpeau HapylweHun cHa 3achy-
MBAIOT HapyLWeHWA HOYHOrOo [AbIXxaHWA B BUAE 3MU3040B
npeKpatleH1s n/mnu ocnabneHms abixaHus (anHo3/rMnonHo3
HOYHOTO CHa).

BrnepBble 06CTPYKTUBHOE anHo3 CHa Y AeTeN B nuTeparty-
pe 6bi10 onucaHo C. Guilleminault B 1975 1. Kak cocTosiHue,
NOTEHUMANbHO YrpoXalollee XW3HW nauueHTa BCneacTsue
HapylleHns rasoobMeHa (TMNoKceMun, rMnepKanHumn), reMo-
[MHaMMWYECKNUX PaCCTPOMCTB M HECTabUIbHOCTU CEpAeYHOM
AesiTeNbHOCTM Ha GoHe dparMeHTaumMm HOYHOrO CHa M, Kak
cnefcTesue, pa3BUTUA OHEBHOW COHAMBOCTU. AMHO3 CHa YacTo
COoYyeTaeTcs € nepuojamMu TMMOMHO3, BbI3BaAHHbIMKU MEPUO-
AWYECKUM HapyLleHWEM MPOXOAUMOCTH AblXaTeNbHbIX NyTew,
BC/NELACTBUE Yero MPUHATO paccMaTpuBaTtb 3TU COCTOSHMUSA
B paMKax OAHOro CMHAPOMa — CUHAPOMa OBGCTPYKTUBHbIX
anHos/runonHoa cHa (COAIC). MNoONHO3 xapakTepusyeTcs
YaCTUYHbIM CHUXEHMEM OPOHa3abHOro BO3AYyLWHOro NOTOKa,
yMeHblUeHWEM ero amniuTyabl 6onee 4em Ha 50%, nageHvem
HacbIWeHNs KPOBM KUcnopoaoM Ha 3-4%, ANUTENbHOCTLIO
cobbIThsA He MeHee 10 ¢ [18].

Pasnuyalor 3 BMAa anHo3 B 3aBMCMMOCTW OT €ro 3THo-
JIOTUK: LIeHTpanbHoe, OOCTPYKTMBHOE M cMmellaHHoe. [lpu
HapyWeHUAX LeHTPaNbHbIX MEXaHWM3MOB PEryasauuu Abixa-
HUMA Ha GOHe aHaAaTOMMYECKMX MNOBPEXAEHWW LIEHTpanb-
HOW HEPBHOW CUCTEMbI M MPOBOAALMX NyTen dopMUpyeTcs
LleHTpasbHbIK, @ NpU MPUCOEAMHEHUU MPU3HAKOB OBCTPYK-
LMW AblIxaTeNlbHbIX MyTeM — CMeLWaHHbIK TUN anHoa [6, 18].
MN3BeCTHO, 0aHaKO, 4TO 60/bLKMHCTBO (40 90%) BCEX 3nNU30-
[I0B arnHo3/rmMnomnHo3 BO BPEMS CHa SIBASIOTCS CNeACTBUMEM
O06CTPYKUMU BEPXHUX AblXaTeNbHbIX NyTEN (MPOAOIKUTENBHON
4aCTMYHOM MK NpexoasLlen nonHomn) [16, 18].

PacnpoctpaHeHHocTb COAIC B AeTCKOM NONYASLMM OLLEHN-
BaeTcs B npeaenax 2—3% [6, 19]. OoHaKo AaneKo He Bce AETH
W NOAPOCTKM, CTpajatolme 3Ton NaTonornen, u Ux poanTenu
MOTYT MPUBECTU aleKBaTHbIE *anobbl, CNOCOOGCTBYOLME Anar-
HOCTWMKE 3TOr0 CMHAPOMA, BCIEACTBME Yero ero pacnpocrpa-
HEHHOCTb Cpefu LETCKOro HaceneHus MOXKeT OblTb OLeHeHa
TONIbKO MPUONN3UTENIbHO, MOCKOJbKY CYWeCTBYEeT psg nps-
MbIX U KOCBEHHbIX NMPU3HAKOB HapyWeHUs AblXxaHWs BO CHE.
bonee wnpoKaa TpaKToOBKa AbIxaTeNbHbIX HapyWeHUN BO CHe
NPUBOAMUT K MOBBLILEHWIO YPOBHSA PACNpPOCTPAHEHHOCTU 3TUX
COCTOSIHUM B A€TCKOM nonynsaunm 1o 5% [17]. bonee Toro, y4eT
Xpana Kak 0HOro U3 4acTo BCTpeYatoWwmnxcs CUMMTOMOB [bIXa-
TeJIbHbIX HapyLIEeHW BO BPEMS CHA MPUBOAUT K YBEUYEHUIO
3Ha4veHumn pacnpocTtpaHeHHoct COAIC go 7-15% [6, 15].

Muk BcTpedyaemoctn COAIC npuxoamtcs Ha BO3pacT
2-8 neT, B KOTOPOM aAeHOTOH3UANSpHasa rmnepTpodusa TakK-
e aBnseTcs Hanbonee 4acTon Haxo4Kow. Y aetewn, B oTinMume
oT B3pocsbix (Yale noasepreHbl COAIC MyX4MWHbI), OTMe-
YaeTcsi NPUMEPHO OAMHaKOBas PacrnpoCTPaHeHHOCTb 3TOro
CUHOpPOMaA cpean ManbynMKoB U AeBoYeK [19].
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0630p NUTepaTyphbl

O6CTPYKLMA BEPXHUX AbIXaTeNIbHbIX MyTEN PA3HOMN CTEMEHM
BblparKEHHOCTK, CONPOBOXAAtOLLAACa XxpanoM, HabntoaaeTcs
y AEeTen BCcex BO3pacToB, BKOYas mnageHues. Y 1615 ageten
B BO3pacTe oT 6 40 13 net, 06¢cnefoBaHHbIx B Utanuu, B 7,3%
CNy4yaeB YacTblM xpan 6bl1 06YCNOBAEH MOBbIWEHHbIM UHAEK-
com Maccbl Tena (MMT), HO NpY HaNUYuK y AeTen puHUTa xparn
BbIABNSNCA BABOE Yaule. Hanbonee o6WMMKU MpUYUMHaAMM
HapyLWeHWn OblxaHusa y AeTen 1 NOAPOCTKOB Obln XPOHUYe-
cKkasl natonorus JIOP-opraHoB, naccuBHoe KypeHue [20].

CreneHb BblpaXXEHHOCTU [ibIXaTebHbIX HAPYLUEHUA MOXET
MEHATLCA OT JIErKOro MePBMYHOrO Xpana [0 TAXKEeNblX ocTa-
HOBOK [blxaHus BO CHe. B HacToslllee Bpemsi B KayecTsBe
KPUTEPMEB CTEMEHWU TSKECTU [AbIxaTeNbHbIX PACCTPONCTB
MCNOJIb3YIOT MHAEKC anHO3/runonHoa (MAT), KoTopbin npeay-
CMaTpUBaET KOJIMYECTBEHHYIO OLEHKY 3MM3040B anHos u
rMNOMHO3 3a 1 4 cHa. [ns aeten AMarHOCTUHECKUM KpUTepu-
eM COAIC cuutaetca WA 6onblue 1 cobbITUS/4 OT 06LLero
BpeMeHu cHa (no Montgomery—Downs [16, 21]) nan 601b-
lwe 2 cobbITUN/4Y4 CO CHUKEHMEM OKcureHauum meHee 92%
(mo A. Rechtschaffen un A. Kales [8]). B HacTosiee BpeMs npu-
HATO cumTaTh MAI 1-5 cobbiTnin/4 npuaHakom COAIC nerxkon,
5-10 cobbiTnin/4 — COAIC cpeaHen cTeneHn TaxecTn, 6onee
10 cobbiTnin/4 — Taxkenbim COAIC. YacToTa, BblparKeHHOCTb
W NPOACIKMTENbHOCTb 3NU300B AecaTypaLuun, a TaKKe cTe-
NeHb HapyLLEeHMM CTPYKTYPbl CHa BAMAIOT Ha TaxecTb COAIC.
WAl 6onee 5 cobbITUn/Y4 CO CHUMKEHUEM OKCUTrEHaLMWU CYU-
TaeTcs NokasaHveMm N5 NpoBeAeHUs aleHOTOH3UNNIKTOMUMU
[22] unn ee mogndukauum [23].

Jllo6ble aHaTOMM4YEeCKME BPOXAEHHbIE W MPUOBPETEH-
Hble, SIBHble WKW CKpbITble HapyleHWs POTOrNOTKKU, MPUBO-
[siliMe K MOBblWEHHOMY COMPOTMBIEHWIO B 061acTM Hoca,
TOXe MOryT cnyutb npuunHamu COAIC y pgeten (6onbliomn
A3bIK, X0aHa/bHbIM CTEHO3, YTOJILLEHWE TKAHU MArKOro Heba,
WUCKPMBNEHWE HOCOBOW MEPEropofik1, KOANanc CTEHKU BEPX-
HWX AblXaTeNbHbIX NYTEW, YTOMLLEHWE MbILWL, BNEPEAU LUENHOMO
oTAena MNO3BOHOYHMKA, XKMPOBas MHOUALTPALMSA MSAMKOro
Heb6a M A3blKa Mpu oxupeHun). Cioga e oTHOCATCH annep-
rMYyecknme 60Me3HM BEPXHUX U HMKHUX [bIXaTesbHbIX MyTen
C OTEKOM HOCOI/IOTKM W FOpTaHW, CUHYCWUTbI, apTepuasbHas
rMNOTOHUS, OXMpeHue v ap. [12, 13].

COAI'C TsaxKenow CcTeneHn COonpoBOXAAETCA YacCTbiMU
NPOBYXAEHUSIMWU BCNEACTBME WU3MEHEHUN 3INEKTPUYECKON
aKTMBHOCTM MO3ra, BbI3BaHHbLIX BblPaXXEHHOW TUMOKCHEN,
runepkanHuen. 3ToMy MOryT COMyTCTBOBaTb Xpan, pasapa-
YWUTENbHOCTb, YTPEHHSA roNoBHas 60/1b, CHUXEHWE anneTuTa,
HOYHOW 3HYpEe3, CHOXOXAEHWS, UBMEHEHME HEKOTOPLIX YepT
JIMYHOCTU U CHUXEHMWE MHTENNEKTa, 3aJepKa pocTa, NoBbl-
WeHHas BO36GYAMMOCTb B TeHEHUE AHS, HapyLleHWe BHUMaHUS
W nnoxas ycneesaemocTb [2, 16, 21]. CnegyeTr OTMETUTb, YTO
BeAyLMM «AHEBHbIM» MPU3HAKOM CMHAPOMA y AETEN ABASETCS
NoBbllLEHHas AHEeBHas COHNMBOCTL [2, 11, 24].

COAIC U CEPAEYHO-COCYAUCTASA NATOJNIOrUsA

Y B3POCJIbIX

COAI'C Hanbonee U3yyeH y B3pOC/bIX, MO3TOMY 60/blias
4yacTb NPeACTaB/IEHHOro MaTepuMana nokasblBaeT pe3ynbrathl
nccneaoBaHni B KOHTEKCTe GOpMUPOBaHKS cepaevyHOo-cocy-
aucTbIx 3a6onesanumn (CC3) [25, 26]. [laHHble MHOrOYUCAEH-
HbIX UCcnefoBaHWMM CBMAETENbCTBYIOT O ToM, 4yto COAIC B
2-3 pasa Yalle BcTpeyvaeTcs cpeam 60sbHbIx ¢ CC3 [25-27].
970 NO3BOMSET paccMaTpUBaTb CMHAPOM B KayecTBe caMo-
cTosiTenbHOro ¢akTopa pucka passutnsa CC3 n, B YaCTHOCTH,
HapylweHu puTma cepaua, MHbapKTa MWOKapaa, Hapylle-
HWIA MO3roBOro KpPoBOOGpaLLEHUS, HACTYNNEHUS BHE3aAMHOM
CMepTU BO Bpemsl cHa [27 —29]. I3BeCTHO TaKKe, YTo Xxpan —

1

NaBNEHNEM.

MapKep OBGCTPYKTMBHOIO anHo3 CHa — ABASIETCA MPEeAUKTO-
POM rMMNepToHUK, 3aboneBaHni cepaLla 1 cocyoB, CaxapHOro
avabeta 2-ro mna [30-32]. MaTodpun3nonornyeckmn mexa-
HM3M TaKOM CBSI3N MOMET OblTb 0OYCNOBJIEH MOBLILEHUEM
CUMMAaTUY4EeCKOM aKTMBHOCTHU, BO3HMKaloWen Ha ¢oHe HOou-
HOM TMMOKCEMUMU U/UNN BCNEACTBUE AENPUBALUMN KUBHEHHO
BaHbIX cTagun cHa [33, 34]. bonee Toro, npu COAIC noBbI-
LUEHME CMMMNATUYECKOM aKTMBHOCTM OTMEYaeTcs M BO BpeMs
CMOKOMHOro 6oapcrteoBaHusa [35]. MexaHU3M MOBbIWEHUS
3TOM aKTUBHOCTM A0 KOHLa He siceH. OgHaKo BabixaHne 100%
KMcnopoga B nepuos CNoKOMHOro 60A4PCTBOBaHMUA NaLMeH-
Tamu ¢ COAIC 3Ha4YMMO CHWXKAET YpOoBeHb apTepuanbHOro
[laBfeHWs, YaCcTOTbl CepAEYHbIX COKPaLLEHNI, YPOBEHb CUMMa-
TMYECKOW aKTUBHOCTHU [32, 34].

[loka3aHo, 4TO FOPMOHasIbHbIE U3MEHEHUS, BO3HUKAIOLWMNE
y naumeHtoB ¢ COAIC Ha ¢doHe cMMNaTUYECKON aKTUBaLUM,
BHOCAT OMNpeAeneHHbll BKIag B pPasBWUTUE WHCYIMHOPE3W-
CTEHTHOCTK He3aBucumo oT MUMT [33, 35]. B anuaemuonoru-
YeCKMX MCcnefoBaHMsX NMoKasaHo, YTO PacnpoCTPaHEHHOCTb
apTepuanbHOM rMNepTEH3UK, caxapHoro anaberta 2-ro tvna,
3aboneBaHnit cepaua U MHCynbTa Oblia Bbile Y NauMeHToB
Cc anHo3 [28, 36, 37]. MNoBbIlEHNE COAEPHKAHUSA KaTexona-
MWHOB, AeNnpuMBaLMS CHa, a TaKxe Apyrve natodusnono-
rmyeckue xapaktepuctnkn COAIC moryT ObiTb CBfi3aHbl C
MHCYNMHOpe3ncTeHTHocTblo [38-40]. Paa wuccneposatenew
nemMoHcTpupyeT cBA3b COAIC n HapylleHWs TonepaHTHOCTH
K [MioKo3e He3aBucumo oT UMT [41-43]. B HacTosLee Bpe-
MS MOSIBUIMCb OCHOBaHWS rOBOPWUTb O KapanomeTtabonuye-
CKOM KOHTMHyyme. CocyamucTble M Apyrue HebnaronpusiTHble
NOCNEACTBUS PE3UCTEHTHOCTU K MHCYIMHY MOTYT CNOCO6CTBO-
BaTb pa3Butuio CC3 npu anHos [44-46].

PesynbtaThl HeaBHEro uccnefoBaHus NoKasasnu, YTo Mo-
ioable B3pOcCble ¢ caxapHbiM anadeTtom 2-ro Tuna u COAIC,
HabpaBLLIMe BbICOKME Ganbl NO LKane COHANMBOCTU JnBopTa,
UMENN TAKENYI0O HOYHYIO TMMOMMKEMUIO 3HAYMMO Yallle, YEM
nauneHTbl 6e3 COAIC. Ha ocHOBaHWW PeErpeccMoHHOro aHa-
N13a, BKIKOYABLUEro Takue nepemeHHble, Kak BO3pacT, non,
[LNUTEeNbHOCTb AnabeTa, YPOBEHb MMMKUPOBAHHOIO remorsio-
6uHa, MMT 1 0COBGEHHOCTV Nle4eHus], NOoBbIWEHHas AHEBHas
COHNMBOCTb Gblna NOKa3aHa Kak 3Ha4nMbli NPEAUKTOP pUCKa
BHe3arnHon CMepTH Y 3TOK rpynnbl NauneHTos [47].

B HeKOTOpbIX paboTax yCTaHOBNEHO, HYTO KOPPEKLIMS anHO3
cHa meTogoM CUMAM-Tepanuu® MOMeT CHU3WUTb PEe3nCTEHT-
HOCTb K WHCYNUHy [48], olHaKO NpOoTUBOpEYMBbIE pedysibra-
Tbl KIIMHWYECKMX UCCNEefOBaHUM NO3BOJIAIOT CYUTATb BOMPOC
3hdEKTUBHOCTU METOAA OTKPbITLIM.

Y 3HaYUTENbHOM YacTK B3POC/bIX MALMEHTOB C apTepuasb-
HOWM rMnepTeH3unen, pa3nnuyHbiIMU HapyLLEeHUMU CEPAEYHO-CO-
CYAMCTOW [OeATEeNbHOCTH, B T.4. NpU MHaApKTaX, MHCYyAbTax U
dubpunnaumm npeacepaun, soiasngaerca COAIC [19, 37, 47].
OcTaeTcs 00 KOHLA He fCHbIM BOMpoc O nepsBuyHoctn CC3
WSIM @rHO3 CHa, O CTEMEHU MX B3aUMHOI0 BJIUSHKS, U XOTS NPO-
[enaHa 6osblias 3KCNepuMeHTanbHasa 1 KnHWYecKkas paboTa
MO M3YYEHWUIO 3TUX COCTOSIHUM, BCE e CylecTBYeT HeobXxo-
AMMOCTb B paclMPEHUN HAKOMAEHHbIX 3HaHUM WM MOMyYEHUN
[I0Ka3aTe/bCTB B NONb3y TOW WX MHOW rnnoTesbl [37, 42].

daKTopbl pUCKa ANA CMHAPOMA anHO3/rMMOMHO3 Npu
Hanuymm mnmn otcytctBum CC3 MoryT otm4yaTbest. MNokasaHo,
4yto npu CC3 ang MyX4uMH GaKTOPOM pUCKa anHo3 SBASeTCS
OXMpeHue, a ANa KeHWMH — Bo3pacT. Kpome Toro, nosbl-
WeHHas AHEeBHas COHAMBOCTb He Obla BbIiIBNEHa Yy nauu-
eHToB ¢ COAIC Ha doHe cepaeyHon HegocTaTodHOCTH [47].
M3mMeHeHMs HopmanbHOMO NPoGUIa apTepuanbHOro gasre-
Hua (A) BO BpemMs HOYHOIMO CHa C nepuvojamMu ero 3Ha-
YUTENbHbIX NMOABEMOB Y B3POC/bIX MPOUCXOAAT BCMeAcTBUE

OT aHrn. CPAP (Continuous Positive Airway Pressure) — cnoco6 WMCKYCCTBEHHOW BEHTWUASLMM NErKMUX MOCTOSHHBLIM MONOXMUTENbHBIM



MOBbIWEHHOrO OTPULLATENIbHOIO BHYTPUIPYAHOrO AaB/EHUS,
aKTMBALIMM KaTexonaMUHEPTUYECKUX CTPYKTYP, HapyleHus
6GMO3NEKTPUYECKON aKTMBHOCTM MO3ra, MU3MEHEHUS apXMTEK-
Typbl cHa [34, 40, 48]. 3nu304bl U36LITOYHOrO MOBbILLEHKS
ypoBHs ALl y B3pocnbix HabnoaatTcs Kak B dady REM, Tak
1 B dasdy MeaneHHoro cHa, npu atom B ¢pase REM-cHa nogb-
eMbl Al perucTpupyloT 3HaunMmo 4alie. YCTaHOBNEeHa CBSA3b
MEXAy CTEMEHbIO NOBbIWEHNS YPOBHSA ALl M MPOAOMIKUTENBHO-
CTbi0 NEPUOAOB CHUKEHUS HACbIWEHUS TrEMOrNo6UHA KUCNO-
pogom [49-51].

Mpu oxmpeHun naumneHTsl ¢ COAIC nmeloT MeHbLLYo Bapu-
abenbHoCTb puTtMa cepaua (BPC) Houblo 1 noBbiweHHble BPC
W apTepuanbHoe AaBleHWe B nepuon CroKOMHOro 604pcTBo-
BaHuA [52, 53]. Y nauneHToB npu CC3 1 6€3 anHO3 CHUKEHUE
BPC 6b110 MeHee BbipaxeHo [37]. B dpeMnHreMcKom uccne-
fAoBaHuu (Framingham Heart Study) nokasanu Hu3Kyto BPC Kak
NPEeANKTOP Pa3BUTUS apTepuanibHON TMNEepPTEH3UW, a MOBbI-
LWEeHHYl0 BapuabenbHocTb ALl — KaK NpeauKTop nopaxeHus
OpraHoOB-MULLEHEW NPU apTepuanbHON runepTeH3nn [54].

COAIC MOXeT ObITb MPUYaCTEH K 3aMYCKY OKUCIUTENbHbIX
MexaHn3MoB cTpecca [55, 56]. lNepnognmyeckne rmnokcemu-
YeCKue CTpeccChbl BbI3blBAKOT MOBbILEHWE COAEPKaHUSA Ba30-
AKTUBHbIX Y TPODUYECKUX BELLECTB, KOTOPbIE MOTYT Bbl3BaTb
CTOMKOE CyKeHWe COCY0B B TeHEHUE AJIUTENIbHOMO BPEMEHH.
Mpy TMNOKCUM OTMEYEHO MOBbIWEHUE YPOBHS 3HAOTENMHA
B 9KCMNEepUMEHTE U Y NMaLMeHToB ¢ anHoa [57]. bonee nosgHue
JaHHble MOATBEPXJAOT 3HAYEHWE 3HAOTENMHA B MOBbILIE-
HUM Al y nauumeHtoB ¢ anHo3 [48]. CucTtemHoe Bocnane-
HWe, aKTMBaLUMSA CUMNATUYECKOW HEPBHOW CUCTEMbI, BOJHbI
Ny1bCOBOr0 AaBMEHWUS, OKUCAUTENbHbIA CTPECC MOryT Chno-
co6¢cTBOBaTh Pa3BUTUIO 3HAOTENMANbHOM AMCPYHKLUMK [37].
OpaHaKo JoKasaTeNbCTBa TOro, YTo 3HAOTENMaNbHas AUCOYHK-
uma ectb cnegereune COAIC, ewe He y6eauTenbHbl, T.K. Obiin
nosly4eHbl B He6ONbWKX nccnegoBaHusx. NpoTuBopeYymBblie
pes3ynbTaThl MO 3TOMY MOBOAY Y B3POC/bIX B NEPBYIO 04epeb
CBSA3aHbl C HaNMYMEM KOMOPOWUAHLIX COCTOSIHWUM, COMYyTCTBY-
towmx COAIC. HecmoTps Ha 3TO, HedaBHWE WUCCeaoBaHuUs
CBUAETENbCTBYIOT 06 YAYyYLEeHUU IHAOTENnanbHOM GYHKLMK
Ha ¢oHe KoppeKuun COAIC metogom CUMMAT-Tepanuu [36].

Ewe B 0HOM UCCnefoBaHWM NPOLEMOHCTPUPOBaHa He3a-
BMCMMas accolualus Mexay HOYHbIM auactonuydeckum A/l
W 4acToToM HOYHOM aecaTypauuun [58]. HouHas aecatypauums
KWUcnopoga — He3aBMCUMbIN NPEAMKTOP HapyLleHWs penak-
cauuu MUoKapaa B nepuop auactonsl [55, 59]. beino npea-
JIOXKEHO, YTO TMNepTPodUs NEBOro Xenyaoyka 6onee TeCHO
CBSi3aHa C runepTeH3nen B Nepuoz cHa, YeM BO Bpems 6oap-
cTBOBaHuA [28, 60].

Y B3pocnbix COAIC npeanoreH Kak He3aBUCHUMbI GpaKTop
pUCKa apTepuanbHOM rMNepTeH3UH, T.K. MOXKET NpeaLecTBo-
BaTb W MpeAcKkasbiBaTb ee pa3Butue [37]. MNoBTopsowmecs
KoneGaHWsa reMoMHaMWKHK, BbI3BaHHbIE YaCTbIMU 3NU30amu
anHoa, NPUBOAAT K HEMPOryMopasbHbIM U COCYAUCTbIM U3Me-
HeHnaM, 06ycnoBMBalOLWMM NoBbIleHWe A/l B nepuog 6oap-
CTBOBaHWS, U Pa3BUTUIO apTepuaNbHON rMNepTeH3nu, a Tak-
e 3aTpyaHsatoT Bo3spat ALl K ncxogHomy yposHio [37, 50, 60].
[0 50% nauuneHTtoB ¢ COAI'C nMeloT apTepuanbHyto rMnepTeH-
3ut0, Toraa Kak 30% mauueHToB C apTepuanbHON TMNEpPTEH-
3uen ctpagatot ot COAIC, KOTOpbIM Bpayn HacTo NponycKaoT
[36]. UccnepoBaTtenu B wrate BuckoHcmH (CLUA) o6Hapyunu
JIMHEWNHYIO 3aBUCUMOCTb Mexay MAI 1 ypoOBHEM cpeaHecyToY-
Horo A/l, KoTopasl He KoppenupoBana ¢ MMT. lokasaHo, 4To
COATIC BbI3blBaeT NoBbIWEHWE NPENUMYLLECTBEHHO CUCTONNYE-
cKkoro Al U NpenMMyLLLECTBEHHO y 60/1ee MONOAbIX NaLMEHTOB
[28]. MaumneHTbl ¢ CyTOYHOM AMHAMUKOM non-dipper 3Ha4MMo
Yauie nmenu conytcraytoumin COAIC. Mo pesynstatam uccne-
[OBaHUS METOLOM CYyTO4YHOIO MOHUTOPMPOBaHus ALl ycTaHoB-
NeHO, 4To Ansg B3pocsbix ¢ COAIC xapaKTepHO He TONTIbKO OTCYT-
cTBUE GU3MONOTMYECKOrO CHUMXEHMA AL BO CHe (TUM CYTOYHOM

OMHaMUKK non-dipper), HO TaKXe PerucTpupyoTcs NOAbEMbI
Al B HOYHblEe Yacbl (TUN CYyTOYHOM AMHaAMUKM night-peaker).
Ho4Has akTMBaLMa cMMNaTUYECKOM HEPBHON CUCTEMbBI MOXKET
ocnabnatb GU3noNornyeckme HoyHble noHmkenns A [33, 38].
B nocnegHux nccnegoBaHusax cpean 4000 nauMeHTOB NoKa-
3au noBblWeHne cmepTHOCTM 0T CC3 NpuU OTCYTCTBUU CHUMKE-
Husa Al B HOYHOE BpeMs CyToK [39].

CepaeyHas apUTMKS, Kak coobllaeTcs B psae vccnemo-
BaHWM, Yale Habnogaertcsa y naumeHtos ¢ COAIC u yBenunyu-
BaeTCs N0 Mepe HapacTaHusl TAXECTU anHO3, CONYTCTBYIOLLEN
runokcemumn [43, 61, 62]. HoYHble apuTMUK OBHapyXMUBaloT
6onee yem y 50% nauymeHtoB ¢ COAIC. Hanbonee yactble —
3TO KeNyAo4yKoBas Taxukapaus, 610Kaja CMHYCOBOro y3na,
AB-650Kafia 2-# CTeneHu, YacTble NpexaeBpeMeHHbIE XKeny-
[I04KOBbI€ COKpalleHus [63, 64]. ObneryeHune apixaHus y aTux
NauMeHTOB BbI3blBaNO YMEHbLUEHWE MPOSBNEHUA apUTMUMU,
KPOMe NpexaeBpeMEHHbIX XKeNyJ04YKOBbIX COKpaLleHni [64].

[nutenbHble anHO3 M TMNOKCEMUS, HapsSay C akTUBaLmen
CMMMNATUYECKOWM CUCTEMbI, MOTYT Bbl3BaTb M BaryCHyl0 aKTu-
BaLMIO, XOTS 3T0 HabnoAanm y He60bLIOro Y1cna NaunMeHToB
(meHee 10%). Mpn atom 3aduMKCMpoBaHO nosiBieHue 6pa-
AvKapaun Bcneactene ABO-610Kaabl M cuHApoma cnabocTu
CMHYCOBOIO y3/1a AaXke Npu OTCYTCTBMM HapyLEHUs MPOBOAN-
MOCTU. 3TO HabNtOLaNOCh BO BPEMS CHa M Yalle — npu nage-
HUKU caTypaumn Ha 4% [55]. IneKTPoP13N0NorMiecKkne xapaKx-
TEPUCTUKM CMHYCOBOTO y3/1a M NPOBOASILLEN CUCTEMBI cepLa
BO BpeMs 604pCTBOBaHMS GblIM HOPMasbHbIMU, MPUMEHEHWE
CUMAI-Tepanuu NPUBOAMIO K UCHESHOBEHMIO HOYHbLIX apuT-
MUR, 4TO MOMOINO caenaTtb BbiBOA 06 UX NpUynHax [65].

HenocTosiHHaa runokcemus, auuaos, aHAoTennanbHas
OMCOYHKUMSA, noBbliWeHHoe A[ll, cMMnaTM4ecKass Ba30KOH-
CTPUKLMS OAHOBPEMEHHO C MOBbILIEHWEM BHYTPUIPYAHOMO U
TPaHCMypanbHOrO0 BHYTPUCEPAEYHOrO AaBIEHUS — BCE 3TU
HapylweHus conpoBoxaatoT COAIC n aBnstoTCcS NOTeHUMab-
HbIMW TPUITEPaMK 415 Uemun cepaua [56, 66, 67].

B 1O e Bpemsi yCTaHOBMUTb MPWYMHHO-CNEACTBEHHYIO
ponb ans naydeHuss COAIC kak nepsonpuymHbl CC3 CnoxHo,
MOCKO/bKY He XBaTaeT NaLMEHTOB C AOK/IMHUYECKMMU U Bec-
cMMNTOMHbIMKM nposiBneHnamun CC3. Uccnegosatenu nogyep-
KMBAIOT, YTO CyllecTByeT GO/blUON MPOLEHT HEBbISBAEHHbIX
anHo3a y naumeHToB ¢ CC3 [37]. Ocoboe 3Ha4YeHWe 3To Npwu-
obpeTaeT BCNEACTBMUE MOJSYyYEHHbIX Pe3ybTaToB MUCCeAo0Ba-
HWS, COrnacHo KoTopbiM 6osee MonoAble NaLMeHTbl (Mnaglwe
50 neT) ¢ anHo3 Yaule noaBepXeHbl PUCKY pa3sutua CC3,
TaKWX Kak aptepuanbHasa runepteHsus [29] n dénbpunnauus
npeacepav, B 60nblUen cTeneHu CTpagatoT OT CMEPTHOCTU
npv CC3. 3TO MOXKET CKNIOHWUTL K 60fee «arpecCUBHOMY» Noj-
xo4y Npu auarHoctuke v neyeHnn COAIC y Monoapix naumeH-
TOB M 60/IbHbIX CpeHero Bo3pacta.

Yucno paboT, B KOTOPbIX MPOAEMOHCTPMPOBaHa He3aBu-
cumocTb COAIC n CC3, orpaHunyeHo. HegaBHO B ANUTENIbHOM
ncenefoBaHnM OblI0 NMOKA3aHO, YTO €CNM BPEMEHHOE OKHO
KaK TpaauLMOHHOE BpeMSs cepaeyHO-COCyANCTON ya3BMMOCTH
y nauueHToB, cTpagatowmnx CC3 6e3 COAIC, ¢ 6 go 11 ytpa,
T0 Ans naumneHToB ¢ COAIC 1 CC3 3TO OKHO CMELLEHO Ha HOY-
Hble Yacbl (Mexay 22 Ho4uu 1 6 yTpa). Takum obpasom, COAIC
U3MeHseT BpeMsi BHe3anHou cmeptn [30, 68]. JleyeHwue
COAIC y nauneHToB ¢ CC3 MOXET MMeTb 0c060€e 3HayeHue,
W anroput™M BeAeHus JOMKEeH ObiTb TWaTelbHO MPoayMaH.
B HacTosilee Bpems cneuuanuctamu nogHMMaeTcs Bonpoc,
KOTOPbIV CKOpee Bcero 6yaeT pelleH NoNoXUTeNbHO — O HE0O-
xoammocTu npoBeaeHus MNCIT BceM B3pocibiM NauueHTam npu
apTepuanbHOM TMNepTEH3UU, B OCOGEHHOCTU PE3UCTEHTHOM
K Tepanuu, npu dGubpunnaumm npeacepamn 1 HOYHOM CTEHO-
KapAuW, B YacTHOCTKU, €CIM 3TU COCTOSIHUSA COMpPOBOXAaloTCA
anHo3 CHa (4emy ecTb CBWAETENW), BbIPaXEHHbIM XparoMm,
a TaKXKe Npu OXXMPEHUK, NOBbLILWEHHOW AHEBHOW COHIMBOCTH
[30, 61, 63].
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COAI'C U CEPAE4YHO-COCYAUCTASA MATOJIOrUsA

Y BETEA U NOAPOCTKOB

[na natoreHe3a aetckoro COAIC xapaKTepHO pa3BuTue
NPEepbIBUCTON TMMNOKCEMWUN, HEPEAKO COYETAIOWENCH C HOY-
HOW rUNepKanHWen, ¢ HapylleHWemM BeretatuBHOM U remo-
[MHaMUYEeCKON peaKuun opraHMama Ha coH [16, 37]. Cxema
natoreHesa pgetckoro COAIC B KoHTeKcTe passutna CC3,
npuHaTas B HacTosillee Bpems, MpU3HaeTcs cneuuanucra-
MW HE COBCEM KOPPEKTHOM, T.K. 4aCTMYHO 3aMMCTBOBaHa
y B3pOCbIx [6].

B TO e BpeMms, Kak U y B3pOC/blX, Y AETEN NPOBEAEHbI
nceneaoBaHus, AEMOHCTPUPYIOLWME YBENMYEHWE COAEPKAHUSA
MapKepoB cucteMHoro socnanexnus npu COAIC [67]. ByayT nun
3TW NOCPEAHNKMN NPeAcKasbiBaTb pUCK pa3BuTusa CC3 y aeten
M NOAPOCTKOB, O CUX MOP He ACHO. Tak, B OAHOM M3 uccre-
nosaHun y 30 peten B Bo3pacte 9,5 £ 2,8 roga ¢ nepBuy-
HbIM Xparnom CKOPOCTb PacnpoCTPaHeHUsi NyJbCOBOW BOJHbI
C npeanneybss Obila Bbllle MO CPABHEHUIO C KOHTPOJSIbHOM
rpynnon (9,7 = 1,6 npotue 7,9 £ 2,0 m/c). [pn aTOM MHOXKe-
CTBEHHbIV PErPecCUMOHHbIM aHann3 onpeaenun ToNbKO Xxpan
KaK 3HauyuMbli daKTop MOBbIWEHUA CKOPOCTU pacnpocTpa-
HeHust NynbcoBon BOMHbI [68]. UccnepoBarnne COAIC y aeten
MMeEeT OObEKTUBHbIE U CYObEKTUBHbIE CNOXHOCTU. Bonblion
MPOLIEHT NauMEHTOB B LIEHTPax HapylweHWs CHa M AblXxaHus
COCTaBNSAOT €TU C FreEHETUYECKOW NaToNornen, HapyLleHUsI MM
LEHTPaNbHON PErynauuun AbixaHus, natonornen abixatesnbHon
MYCKyfiaTypbl, MO3TOMY 324acCTylo B OTHeTax ONUCLIBAIOT CBA3b
CC3 v HapyuweHus apixaHus Ha GoHe CoMyTCTBYIOLEN NaTono-
TMK, YTO He No3BoSAEeT oueHUTb puck CC3 npu COAIC [68-70].

Mo pesynsbratam uccnegoBaHus S. Redline n coaBr., cpe-
an 238 o6cnefoBaHHbIX NMOAPOCTKOB Y NaLMEHTOB C HU3KOM
3PDEKTUBHOCTLIO HOYHOIO CHa cpefHee cuctonuyeckoe Afl
6b1710 Ha 3,99 MM pPT. CT. Bbllle B CPaBHEHUN C NOAPOCTKaMH,
Yyewn COH He Bblfl UBMEHEH. Y AeTEN C MPOCTbIM Xparnom rno cpas-
HEHWIO C KOHTPOSIbHOM rpynnon 6e3 xpana AHEBHOE CUCTO/U-
4yeckoe M anactonuyeckoe ALl okasanocb Bblwe [71]. Jetu
C CepAeyHOn HefoCTaTO4HOCTLIO MPKU arnHo3 U apTepuanbHoOM
runepTeH3unn nokasanu ynyywenune A Ha ¢oHe CUMAIM-Tepa-
nuu. bonee BbiCOKOe auacTonuyeckoe ALl AHEM W HOYbIO
oTmeyeHo y aeten ¢ COAIC no cpaBHEHUIO C MEPBUYHBIM Xpa-
nom. Bo3mMOXHO, pa3HuLbl B pacnpoCcTpaHEeHHOCTU cUCToNnYye-
CKOWM apTepuanibHOM TMMNepTEH3UN MeXay ABYMS BblOGOpKamu
He 6blN0 BbISIBJEHO N3-3a pa3Mepa BblOOPKKU [72—-74].

N3ydeHne 23 AMNOHCKWMX AeTer MoKas3ano, YTO YpOBeHb
arnHoa/rMnNonHoO3 BAWAN Ha WHAEKCbl apTepuanbHOM runep-
TeH3un: npu 6onee BbicokoM WAl OKa3anocb Bbille CUCTO-
nnyeckoe n auactonudeckoe A/l. Mpasaa, Npu 3TOM He Obin
yyTeH pakTop MMT [29].

CyTo4HOE MOHUTOpMpoBaHue A/l nokasano NoBblEHWE
BapuabenoHoctv Al y netent ¢ COAIC B oTanyune ot aeTen ¢
0ObI4HbIM XparnoM, a TakXKe HeJOCTaTO4HOE CHUXKEHWE YPOBHS
Al Houblo [51, 52, 74]. O6WMM HabNOEHNEM Cpean Bcex
NnepeKpecTHbIX UCccnefoBaHnm, KoTopble 6bln 0ny6IMKOBaHbI
3a nocnegHue 10 net, ABnseTcs ToT GpaKT, 4To ypoBeHb AL npu
COAICy neTen noBbIWAETCs, HO NPU 3TOM PeAKO MPEeBOCXOAUT
95- nepueHTUIb. B HacTosilee Bpemsi OTCYTCTBYIOT ybeau-
TeNlbHble JOKa3aTeNbCTBa TOro, YTO YCTAHOBNEHHas apTepu-
anbHas runepTeH3us aBasgeTcs oownm ocnoxxHeHnem COAIC
y AeTen U NMOAPOCTKOB, OJHAKO Taxenas rmneproHus Gbina
onucaHa Ha no3aHux ctaauax COAIC. Kpome Toro, B HeaaBs-
HeM uccnefoBaHun ambynatopHo udydanu ALl 'y 140 peten
B Bo3pacTe 7-13 feT ¢ HOYHbIM Xparnom W TOH3WNIAPHOM
runeptpoduen. Mpu nosbiweHnn UAI 6onee 5 cobbITUIA/Y
Yy HUX OTMeYasiocb NoBbIeHWe yTpeHHero Afl, uHaeKkca Bpe-
mMeHun ALl (npeBblwatollero 95-nepueHTusb) 1 cpeaHero ypoB-
Hs cyTovHoro AL [63, 75, 76].

B nccnegoBaHusax Ha KUBOTHbIX (KPbICbl U cobaKK) ycTa-
HOBJIEHbl BO3MOXHblE MEXaHM3Mbl, C MOMOLLbIO KOTOPbIX

COAI'C npuBOAMT K MpOrpeccupoBaHunio aptepuanbHoOn runep-
TEH3WU: MPEPbIBUCTAs MMMNOKCUS, XeMOPELIENTOPHAs CTUMYAS-
UMs, cMMNaTMYecKas akTMBaLMS U yHacTUe PEHUH-aHTMOTEH-
3UHOBOW cUCTeMbI [77]. TOBTOPHbIE HOYHbIE aKyCTUYECKUE
pa3apaKeHns ans NnpepbiBaHMs CHa, HO 6€3 OKKII03UK [bixa-
TeNbHbIM NyTeW, HE BbI3blBan NOBbIWEHUS AHEeBHOro A, 4To
YyKa3as0 Ha Ba)KHOCTb MMEHHO TMMOKCEMMYECKOro cTpecca.
B aKcnepumeHTe Ha Kpbicax NPOAEMOHCTPUPOBaHa TpUrrep-
Has PoJib MPOUCXOAALLMX TMMOKCUYECKUX 3NN300B, BO3HWKA-
oKX B onpeaeneHHble BO3pacTHbIe Nepuoabl, 418 pa3BuTus
PE3UCTEHTHON GOPMbI apTepuaNbHOW rMNepTeH3nn B nocne-
ayouiem [77].

ManoBeposaTHO, 4To ymepeHHblin COAIC MOXKeT NpuBECTH
K 3HaYUTENbHOWN cepfeyHOn AUCOYHKLMK B neauaTpuyeckom
BO3pacTHOM [Juana3oHe. TaKXKe BCe elle OCTaeTcs Hesic-
HbIM, nNpeapacnonaraet M Markun COAIC B paHHeM AeTcTBe
K COCYAMCTbIM MOBPEXAEHNAM U/WAKN HapYLEHNAM Perynauum
Al B noApOCTKOBOM BO3pacTe W B3POCNON KU3HKU [16, 17],
n asnaetca nn COAIC HezaBMCHMMbIM GaKTOPOM pUCKa Ans
CUCTEMHOM TunepTeH3un y aeten. B nutepatype HepocTaToy-
HO MHbopmauun o dopmupoBaHmmn Al y aeTen u NoapOCTKOB
BCNeACTBME HapyLWeHUs AblxaHWUsa BO BPeMs CHa, a umeloLue-
cA JaHHble NPOTUBOpPEYnBbIE. AMEPUKAHCKME UccneaoBaTenm
COATI'C ykasbiBaloT, 4To 60onee 4yeM y 3% neTein v noapoCTKOB
C KapAnMOoBaCKyNAPHbIMU HapyLWEeHUIMU MMEIOTCS anHO3 CHa.
OpgHaKko HamHoro 6onblue (11-12%) neter UMEKT «NpPUBbIY-
HbIW» Xpan 1 NO3TOMY COCTOSIT B Ipyrnmne puUcKa No BO3HWKHOBE-
Huto COAIC [17, 37].

CUHAPOM amnHo3/rmMnomnHos y AeTer 4acTo CBSA3bIBaAlOT C
natonornen JIOP-opraHoB B CBSI3U C CYXXEHMEM [AblxaTenb-
HbIX MyTEW, U MPU 3TOM OTBOASAT CKPOMHYIO POJib OXKUPEHUIO.
AnuaeMus OXMpeHus, Habngaemas B nocnegHee Bpems
B [IETCKOM BO3pacTe, MOXET UBMEHUTL B GNvKaiiliee Bpems
n KapTuHy anuaemunonornn COAIC y neten [34].

[Mnornukemuss Hanmbonee aKTMBHO M3y4aeTcs Yy [eTen
M NOAPOCTKOB, 6OMbHbLIX CaxapHbiM AMAabETOM, U HacTo HELOO-
LleHMBaETCA B LUMPOKOW MPaKTUKE, XOTb U HE ABNSIETCS PeAKNM
ABfieHnem. Hanbonee BaxkHas npobnema y geten — anun3opbl
CKPbITbIX HOYHbIX rMnorMkemui [39, 48]. MNpwu nccnegoBaHum
[leTer, 6ONbHbIX caxapHbiM AnabeToMm, Mo AaHHbIM R. Amin
M COaBT., yCTAHOBJ/IEHA YaCTOTa HOYHOW TMMNOIIMKEMUU Y AETEN
B Bo3pacTe A0 12 net, paBHas 78%. Mpu aToMm HEO6X0AMMO
noayYepKHyTb, 4To B 91% cny4aeB OHa MpoTeKaeT 6eccum-
nTomHo [45, 46, 50]. ToMMMO BO3MOXHbIX TPABM U Cly4aeB
CMEpPTH, 3MM304bl TMMNOMIMKEMUK MOTYT OKasblBaTb MPOApPUT-
MOreHHoe aencTBue [78], Bbi3blBas YAIMHEHUE SNEKTPUYe-
CKOWM CUCTOMbI Xenyao4ykoB — WHTepBana Q-T [32, 49, 79],
4YTO MOMKET OblTb CBA3AHO C Pa3BUTUEM MKMIHEYrPOXKaIOLLMX
apuT™Mmi [35]. YanuHeHne KoppurnpoBaHHoro nHtepsana Q—T
(Q-Tc), cHueHune BPC, pernctpupyemoe npu runorinkemMumu,
M MexaHW3Mbl, MPUBOASLLIME K 3TOMY, MOAPOGHO OnucaHbl
paHee [79]. YcTaHOBNEHbI 3NM304bl HOYHOW TUMOMIUKEMUM
npu COAIC y feTtet ¢ noBbiWeHHbIM MMT 1 pocTom Bbille
85-ro nepueHTMNs no pesynbratam MNPUMEHEHUSI CUCTEMbI
HenpepbIBHOrO MOHUTOPUPOBAHKSA MOKO3bI [16].

Ha Heo6xoanMMOCTb NPOBEAEHMS NMOMHOIO UCCNea0BaHMUSA
B nepuoa Ho4yHoro cHa metogom [MCI ans yToYHeHus aua-
rHO3a yKa3aHo B KNMHMYECKMX pEKOMeEHJaLUMSaX No AnarHo-
cTuKe u nevernto COAIC y netert AMEpPMKaAHCKON akagemMuu
neavatpun. MNMCI paeT Heobxoanmylo WHbOPMaLMIO Bpady
NS onpefeneHns TaKTUKKU IeYEHUS U OLLEHKK ero adPeKTUB-
HocTu [7, 19].

OTcyTCTBME CMELMann3MpoBaHHbIX BO3MOMXHOCTEN ANS
obcneaoBaHUs U HedOCTaTKW CTaHAapPTU3aLUMK Npu aHannae
W MHTepNpeTaLumn AaHHbIX 3aTpyaHA0T 3QDEKTUBHOE BbISIB-
nexve n nedenne COAIC y geTert M NOAPOCTKOB, a TaKKe
BbIOGOP M NPOrHO3 TOr0 UK MHOMO crocoba ero nevyeHns [69].
B neanatpuyeckoM coobLLECTBE 4O CUX NMOP OTCYTCTBYET KOH-



CeHcyc Mo noBoAdy MaLMEHTOB, KOTOpble noanexaT obcene-
nosaHuio metogoMm [CI, 1 pelleHnss Nopor NpPUHUMAaOTCH
CMOHTaHHO.

3AK/TIOMEHUE

MccnepoBaHus, NpoBefdeHHble Y B3POCAbIX, CBUAETENb-
ctBytoT 06 accoumauun COAIC ¢ pa3BUTUEM MHCYNbTa, apuT-

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIMKT UHTEPECOB

MWK, KOPOHapHOW 60Ne3HW cepaua, WIWEMUM MUOKapAa,
WHbapKTa. Noao6HbIe UCCnefoBaHKA HapyLIEHW CHa Y AeTen
W NOAPOCTKOB KpanHe Heobxoanmbl. OHM MO3BONAT U3Y4UTb
NMPUYUHBI U PaHHWE Mpu3HaKkKM pas3suTtua CC3, onpegenutb
MeponpUATUS No nepBuUYHOM npodunaktTuke. CyllecTBYOT
OCHOBaHWSA CcYMTaTb, YTO 3TO NPUBEAET K CHUKEHWUIO pUCKa
pa3BUTUA cepevyHO-COCYAMCTbIX KaTacTpod B Nnocneayiowem.

ABTOpbI JaHHOW CTaTbW NOATBEPAUIN OTCYTCTBUE KOHMINKTA MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLIMUTD.
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CuHapoMm BHe3arnHou cmeptn maageHues (CBCM) — ofHa U3 BeAyLMX NPUYUH CMEPTU AETEN NepBOro roga XU3Hu B 60J1b-
LWMHCTBE pa3BUTbIX CTPaH MUpa. B 063ope paccmMoTpeHbl BONPOCh TePMUHO0rMn 1 n3y4eHns CBCM B pa3BUTbIX CTpaHax,
rnpejcraB/ieHbl npobaembl guarHoctikm CBCM B Poccuun B cornoctaBieHumn ¢ pedyibTataMu COBCTBEHHbIX UCCe40BaHWH,
rpoaHaan3upoBaHbl paKTopbl pUCKa, yHUBepcasbHble Kak a5 CBCM, Tak v /15 nepuHaTaibHON U MaJeHYE€CKON CMepPTH
B Uesnom. bonblion pazépoc 3HavyeHut CBCM B Poccrn 06bSICHAETCS TEM, YTO MPH NOCTaHOBKE TaKoro AMarHo3sa He Bcerja
cobiroaaeTcs MeXxayHapoaHbIi cTaHaapT: NaTo0roaHaTOMUYECKOE MCCe0BaHUE Clly4aeB CKOPONOCTUXKHOM BHEBGOIbHNY-
HOV CMEepPTH 4acTo MPOM3BOANTCS CyAeBHO-MeANLIMHCKMM 3KCNEPTOM, a He IETCKMM aTo/1oroaHaTtoMoM, HEe UCMOJb3YIOTCS
BHPYCOJIOrM4ecK1e U MMKPOBMOIOrM4ecKknue MeTobl UCCefoBaHUS. B psae ciyd4aeB OTCyTCTBYET UCTOPUS pa3BUTHS pebeH-
Ka Un McTopusi 601€3HU U3 JETCKOM MOSTMKIIMHUKM.

KnioueBble cnoBa: cMHAPOM BHE3AMNHON CMEPTU MA1aEHLIEB, TEPMUHOOMMS, AMArHOCTUKa, NepuHaTasibHble paKTopbl pUCKa.

(Ana unTnpoBaHus: Huceswnd J1.J1., Kpurep 0.B., CentotnHa H.C., Hukunwues UN.H., KoHonnéea T.H., Masnosa M.C.
K Bonpocy 0 AnarHoCcTMKe CMHAPOMa BHE3arnHoOW cMepTn MnageHueB. Bonpockl coBpemeHHou negnatpuun. 2015; 14 (6):
645-651. doi: 10.15690/vsp.v14i6.1472)

BBEAEHUE

CuHAapom BHe3anHon cmepti mnageHues (CBCM), neten
rPYAHOr0 M paHHero Bo3pacTa OCTaeTcs elle He 4O KOHLUa
M3y4YeHHOW npobnemMon MeauuMHbl. Pe3ynbTaTbl ayToncuu
nepBOro M3BECTHOrO Ccflyyass BHE3amHOW MJiajeH4YeCKOoM
cmepTn, npoBeaeHHon S. Fearn B 1834 1., 6bI1M ONUCaHbI B
ypHane Lancet (no gaHHbim J1.A. KpaBLOBOW U coaBT. [1]),
M Ha npoTsKeHun noytu 100 neT nocne 3Toro cooblleHMs
0 BHE3anHOM CMepTM MNadeHLEeB «CMepTb B KonblGenu»
NOSIBASZINCb B Pa3dHbIX CTpaHax Mu1pa.

B 1972 n 1973 rr. Ha nap/laMeHTCKUX CaywaHUsax
B CLUA 6b1710 NPUMHATO pelleHMe O BCECTOPOHHEW 064-
3aTeNlbHOW MOAAEPIKKE MUCCnefoBaTelbCKUMX MNporpamMmm,
nocssleHHblx CBCM [2]. B 1976 1. 6bl1 NPUHAT 3aKOH
(Tak HasbiBaemblt KanndopHUMCKMI NPOTOKON paccie-
[LlOBaHWA U BCKPbITUSA cnyd4aeB CBCM), KOTOPbIM peKOMEH-
[oBanu cyaMeasKkcnepTam W cnegoBaTtensM, paccneny-

IOWMM HACUNbCTBEHHbIE WKW CKOPOMOCTUMKHbIE CMEepPTU
[3]. MpoToKon npeanucbiBan 0693aTelbHOE NOCMEPTHOE
uccnefoBaHue BCex crlydaeB BHeE3anHOWM U HEOObACHU-
MOM CMepTHU AeTeN NepBOro roga XuW3Hu, KOTOPYo cneao-
BaNio cyuTaTb OAHOM U3 MPUYUH MSaOEHYECKON CMEPTH.
KanndopHUMCKMI NPOTOKON AeNCTBOBaN Ha TeppPUTOPUHK
psga wratos CLUA.

B 1996 r. 6b11 ony6anMKoBaH TUMNOBOW NpoToKon (dop-
Ma OoTyeTa) O paccnefoBaHWM BHe3amnHoOW HEOObACHUMOWM
MSlal€eHY4E€CKOM CMEPTU, KOTOPbIN He TpeboBas BKIOYEHUS
OaHHbIX 0 NpuBMBKax. B 2006 r. cornacHo nepepaboTaHHOM
dopme oT4yeTa c60p AaHHbIX MPUBMBOYHOIrO aHamMmHe3a cTan
ob6sa3atenibHbiM [4]. B 601bWMHCTBE NPOMBbILIAEHHbIX CTPaH
Mmupa CBCM cocTtaBnset 25-30% Bcex clydyaeB CMepTH
MiageHueB B Bo3pacTe oT 1 mMec go 1 roga, 4To gaet
ocHoBaHue cymtatb CBCM 3Ha4YMMOM MeauKOo-CoLnanbHOM
npo6bnemon [5].
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TEPMUHOJIOIUA

C 1970 r. CBCM npuHATO 0603HavYaTb Kak «BHE3armHyo
cMepTb AeTeN NepBOro rofa X13Hu, Ang KOTOPOW OTCYTCTBY-
0T afleKBaTHble A1 0OGbACHEHUS MPUYKHDI» [B].

B HacTtosuiee Bpems CBCM onpenenstoT Kak HeOXuaaH-
HY0 HEHaCWNbCTBEHHYIO CMEPTb BUAMMO 340POBOro pebeH-
Ka B Bo3pacTe oT 1 Mec A0 1 roga ¢ BO3HWKHOBEHMEM
CMepTenbHOro anM3oaa, 04eBMAHO, BO BPEMS CHa, KOTOPbIN
ocTaeTcsi HeOOBbACHWMbIM MOcae TwaTeNbHOro uccneaoBa-
HUS OBCTOSATENLCTB CMEPTU, BKIOYASA MPOBEAEHUE MOMHOM
ayTorncun, nepecmoTp O6CTOATENbCTB CMEPTU U KIUHUYe-
CKOM uctopuu [7]. Takum o6pa3om, KOHCTaTMPyeTCs CMePTb
6e3 nNpeaLecTByoWMX NPOSBIEHNIN 6GONE3HM.

B cBS13K1 ¢ 3TUM HENb3s HEe COrMacuUTbCa C MHEHWEM AET-
CKoro natonioroaHatoMa b. W. MmyxoBua [8], 4TO TEPMUH «CUH-
APOM» MPOTUBOPEYUT CBOEMY CMbICMY, KOTOPbIM BK/IOYaET
KOMMJIEKC HECKONbKMX CUMMMNTOMOB (MPMU3HAKOB), UMEIOLLMX
06WMN MexaHM3M BO3HWKHOBEHMS. 10 MHeHWI0O aBTopa,
NMOHATUE «BHE3aMHas CMepTb MO HEYCTAHOBJIEHHOW NPUYUHE>
6onee COOTBETCTBYET ee GOpMasibHOM XapaKTEPUCTUKE.

Mo cytn, CBCM aBnsieTcs AMarHo30M UCKIIOYEHUS, KOTO-
pbIvi CTaBAT, KOrga Apyrue BO3MOXHbIE MPUYUHDI, B T. 4. MeTa-
60/IMYECKME PACCTPONCTBA, UCKIIOYEHbBI. K MeTabonMyeckum
COCTOSIHMSIM, KOTOpbI€ MOTYT MOCAYXWUTb MPUYMHON BHE3an-
HOWM CMEepPTH, OTHOCAT NlaKTaT-auMaeMmto, aMMHoaLnaonaTum,
601€e3HM HAKOMIEHUS MMUMKOreHa, NTMNePrNLMHEMUIO U Ap.

HecmoTps Ha anutenbHoe nadydyeHne CBCM, psig aBTopoB
OTMEYaeT, YTO YacTo MMEKOT MECTO NyTaHULA U Pa3HOYTEHMUS
B ONnpeaeneHnn anarHo30oB («CMHAPOM BHE3amnHOW miafaeH-
YECKOM CMepTU» U «HeKnaccupuuupoBaHHas BHe3amnHas
cmMepTb MaageHua»), unm e CBCM nogmeHseTcs Apyrumu
AvarHosamu [9-11].

Hapsay ¢ TepmnHom CBCM (SIDSY) otHocHTenbHO Hepas-
HO B nMTEepaType Havyanu ynotpebnaTb Takne TEPMUHbI, KaK
«BHe3alnHas HeoXuaaHHas MnajeH4yeckass CMepTb» (SUID2)
M «BHE3aMHas HeoXMuaaHHas CMepTb BO MajeH4YecTBe»
(SUDI3). LleHTpbl MO KOHTPONIO U NpodUNaKTUKe 3a60neBaHnm
CLUA B nocnegHee BpeMs TaKKe 4acTo MCMONb3YOT TEPMUH
SUID gna onvucaHusa BCeX HEOXKMAQHHbBIX Cy4aeB CMePTH.

BHesanHble HeoxugaHHble cydan cmeptu (SUID [12-14]
unu SUDI [15, 16]) noapas3fensoTr Ha 06bACHUMbIE U HEOOb-
sicHMMble. Cpean HeobObsCHUMbIX cnydaeB 80% cocTtaBnseT
CBCM [17]. K HEO6bACHMMbIM BHE3AMHbLIM Y HEOXKUAAHHBIM
cnydyaam cmeptu (SUID nnm SUDI) oTHOCAT TaKKe Te U3 HUX,
KoTopble He onpeaensatTcd Kak CBCM, HO npu KOTOPbIX
no MHeHWO cyaebHO-MeAULIMHCKOro aKcnepTa nocne nos-
HOr0 MaTo/I0roaHaTOMMYECKOr0 MCCNefoBaHus OTCYTCTBY-
€T YeTKoe 0O6bACHEHME MPUYMHBI HACTYNIEHWUS NeTalbHOro
ncxoda B CBA3M C HEAOCTATOYHO BbISICHEHHBIMKW 06CTOATENb-
CTBaMM.

O6BbACHUMbIMUK  Cly4assMW  BHE3AMHOM HEOXWUAaHHON
cmepTtn (SUID) cuutatoTca Te M3 HUX, MPU KOTOPbIX cyae6-
HO-MEAVLIMHCKMIA 3KCNEePT BbIABASET KOHKPETHYIO MPUYUHY
(cneactBne 3aboneBaHusl, BKAOYatolee 601e3HM obmeHa
BELLECTB, a TaKXe CNeACTBME EeCTOKOro 06palleHns ¢ AeTb-
MM). STa noarpynna BKAOYAET TaKKe CMEePTb NPU CNy4anHOM
yaywenun [18-20]. Bonpoc 0 HE0O6XOAMMOCTU U3MEHEHUI
B KNacCMOUKaALMUU U TEPMUHONOIMMU Anst 0603HAYEHNUS Chy-
YaeB BHe3anHom cmeptu nogHumancsa B Havane 2000-x IT.
[21-23] n npofnomkaeT 06CyxaaTbCsA MO HACTOSALLEE BPEMS
[14, 18, 24].

B cBf3M ¢ aTUM npeactaBnsieT MHTEpec uccnegoBaHue
M.H. Malloy n M. MacDorman [23], B KOTOpOM NpeACcTaB-

1 Oranrn. Sudden Infant Death Syndrome.
g Ot aHrn. Sudden Unexpected Infant Death.

Ot aHrn. Sudden Unexpected Death in Infancy.

NIeHbl AaHHble O NMOCTHEOHaTaNbHOW MfaJeHYeCKOW CcMepT-
HOCTM 3a nepuoa ¢ 1992 no 2001 r. B CLWA. Mo gaHHbIM
aBTOPOB, 3a YKal3aHHbIN Nepuoa MnageH4Yeckas cCMepTHOCTb
B LLe/IOM CHM3unacb Ha 27%, a Yactota CBCM — Ha 55%.
C 1999 no 2001 r. ypoBeHb NOCTHEOHATA/IbHOM CMEPTHOCTHU
CYLECTBEHHO He M3MeHuncs, a yactota CBCM cHu3unach
Ha 17%. lMapannenbHO O6bl10 YCTAHOBAEHO BeCbMa 3Ha-
YuTeNbHOE YBENMYEHWE YMCNa CllydaeB CMEPTU MO Heus-
BECTHbIM M HEYTOYHEHHbIM NpriYnHam (4o 90%). Mo MHeHuIo
aBTOPOB, TAKOE pacxoXiaeHue B nokalaTensx AaeT OCHOBa-
HWe npeanonaratb, YTO Cy4yau, KOTOpble paHee paccMmaTpu-
Banucb Kak CBCM, B nocnegHue rogpl He 6blIM pacLiEHEHDI
B Ka4ecTBe TaKOBbIX.

U3YYEHUE CUHAPOMA BHE3ANHO# CMEPTH

MNAAEHLEB B PA3BUTbIX CTPAHAX

Coo06LeHns 0 cnyvyasix BHe3amnHouW cMmepTu aeten nep-
BOrO roja >»M3HWU NpU OTCYTCTBUM WCTOpPUM 3aboneBaHus
M NaTtoMopdONorMyecKkmx M3MEHEHWN, KOTOpble MOMK Obl
06BSACHWUTL NMPUYUHY CMEPTU, PETUCTPUPYIOT B PasHbIX CTpa-
Hax mupa [12, 25, 26]. B MexayHapoaHon Knaccudukaumm
6onesHen 10-ro nepecmotpa, npuHsaTon 43-i BcemmpHon
accambneen 3apaBooxpaHeHns, CBCM 0603Ha4YeH KakK «BHe-
3anHas cMepTb rpyaHoro pebeHka» noa pybpukon RO5 B
pasgene «HensBecTHble MPUYMHBI CMepTH». [ocne Toro, Kak
B 80-X IT. B 6BONbLIMHCTBE CTPaH MUpa OblIM NPUHATBI KPK-
Tepuu onpegeneHus cuHapoma v paspaboTaH CTaHAapTHbIN
NPOTOKO/ NaToN0roaHaTOMMYECKOro UccnefoBaHus cnyvyaes
CKOPOMOCTUXXHOW CMEPTU AeTEN NEPBOro roja *XKu3Hu, NosiBK-
JIUCb ¥ NepBble CTaTUCTUYECKME AaHHble o CBCM.

Mo gaHHbIM LieHTpa no KoHTposto 1 npodunakTuke 3abo-
nesaemoctn B CLUA, CBCM npu3HaH OOHOW M3 BeayLIUX
NPUYUH CMEPTU MNafdeHUeB B Bo3pacTe oT 1 mec Ao 1 roga
[27-29] n cocTaBnsieT MmeHee 1 cnyyas Ha 1000 KMBOPOXK-
[EHHbIX B GOMbWMHCTBE MPOMbBIWAEHHO Pa3BWTbIX CTpaH.
YacToTa BCTpe4YaemMoCTM cuHApoMa B cTpaHax EBponbl
n CLUA coctaBnsier 0,51-0,57 Ha 1000 XKMBOPOKAEHHbIX
[22, 28]. B 2—3 pa3sa 605ee BbICOKME MOKa3aTenun 3admK-
CUpOBaHbl Y adpoamMepmnKaHLEB, aMepPUKaHCKUX MHOENLEB
N KOpEeHHbIX xuTenen Anscku [30, 31].

3a BpeMs nsyyeHunss CBCM onyb6nmMKoBaHbl AECATKM ThiCcaY
paboT, NOCBALWEHHbIX Pa3/IMYHbIM acfneKTam 3Ton Npobaembl.
MacwTtabHble nccnegoBaHuns, HavaBlimecs B 60-x rr. XX B.,
NPOAO/MKAIOTCA U B HAcTosILLEE BPEMS, NPUBNIEKas BHUMaHWe
naTos0roaHaToMOB M MEeAUaTpoOB Pas3fiMyHbIX CrneLmanbHO-
cten. Takoe BHMMaHME MeAULMHbI K nNpobieme BHe3amnHou
[EeTCKOM CMepPTU CBA3AHO C TEM, YTO Hapsady C NOCTENEHHbIM
CHUXEHMEM B Pa3BUTbIX CTpaHax MAaAeH4YeCKON CMEPTHOCTH
OT MHOEKLMOHHBIX 3ab60oneBaHnin U Apyrux npuymH [27, 28],
4yacToTa CMHAPOMa B TeYeHUe ANUTENbHOrO BPEMEHH OCcTaBa-
nacb Ha JOCTATOYHO BbICOKOM YPOBHE, YTO CBMAETENbCTBYET
0 Ype3Bbl4aMHOW aKTyanbHOCTU NPOBGAEMBI.

Onsa onpeaeneHuns daktopoB [32, 33] u rpynn pucka
[34, 35] no passutnio CBCM 6bi11 OCYLLECTBEH PAg Mexay-
HapoAHbIX NpoeKToB [36] M pa3paboTaHbl pekoMeHdauum
MO CHWXEHUI 4YacToTbl BO3HWKHOBeHWs CBCM [37-39].
BHeapeHve pekomeHgauunin, ogobpeHHbIX LleHTpoM no KoH-
TpOnto U NpodunakTUKe 3aboneBaHni, NO3B0NI0 6OMbLINH-
CTBY Pa3BUTbIX CTPaH LOOMTLCS CYLLECTBEHHOIO CHUMXKEHWUS
CMEPTHOCTU OT JAHHOr0 CMHAPOMA C TEeHAeHUMeW K danb-
Henwemy cHueHuto [40, 41]. CHuKeHne 4vacTtotel CBCM
NMPUBENO K CHUXEHWIO MOCTHEeOHaTallbHOW MiaJeHYeCKown
cmepTHocTuh [27, 28].



B 1980 r. B CLLA Bbiwno 2-e nsgaHme KHurmn H. Althoff
«CMHOPOM BHE3anHoOW CMepTU Y AeTen rPyaHOro U paHHero
Bo3pacTta» [42]. B 1-m nagaHumn moHorpadun (1973) npea-
CTaBNeHbl pesynbTaTbl MaTepranoB BCKPbLITU U BCECTOPOH-
Hero M3ydyeHus 292 cnyyaeB BHe3anHOW M HEOXUAAHHOWM
CMepTU [AeTen TPyaHOro M paHHero BoO3pacTa B nepuoj
¢ 1964 no 1970 r. BTopoe nsgaHue gONosHEHO ONMUCaHUEM
HoBbIx 350 cnyyaes CBMC 3a nocnegytolime roabl, 4To noa-
TBEPAMNIO aKTyalbHOCTb Npobnembl. Bmecte ¢ Tem 6onee
no3aHWe UccnefoBaHUs NO3BONUAM cAeNaTb BbIBOAbI, KOTO-
pble HacTosTeNbHO MOoTpe6oBanu NePecMoTPeTb KOMMIEKC
METOAOB AMArHOCTUKM, paHee NPUMEHSBLUMXCSA B NOLOGHbIX
cnyyasix. B 1983 r. ata MoHorpadusa 6blna nepeseaeHa
Ha PYCCKWUM A3blK M Hane4yaTaHa B Halen cTpaHe [43].

W3YYEHUE CHHAPOMA BHE3ANHOW CMEPTHU

MNAAEHLEB B POCCUM

Cnepnyet OTMETUTb GaKT, YTO B NMTepaType KparnHe Masno
paboT OTEeYEeCTBEHHbIX MCcnefoBaTenen, XoTd eAUHWUYHbIe
ynomuHaHua o CBCM nossunuch ewe B 50-70-x rr. XX B.
[44-46]. B 50-x rr. B 601bWUIMHCTBE CNy4aeB UCNONb30BaN
TEPMUH «CKOPOMOCTUXKHas cmepTb». B KavyecTBe MpuyMHbI
BHE3anHon cmepTn pebeHKa yKal3biBann BMPYCHOe nopa-
eHue cepaua [47], "BMEHEHNS IHOOKPUHHBIX Kene3 [48]
W Aapyrve npuynHbl. OgHaKo 4Yalie BCEro gMarHocTMpoBanu
3ab051eBaHUs pecnnupaTopHoro TpakTta [44].

BaKHO OTMETUTb, YTO, HECMOTPS Ha OTCYTCTBME KIMHUYE-
CKMX U MOPDONOrMYECKMX NPU3HAKOB 3aboieBaHus, NpUIn-
Ha CMepTU B CllyYasix BHe3anHou cMepTn pebeHKa nepBoro
rofia XM3HW BCe PaBHO yKa3blBanacb, XOT OCHOBaHWM Ans
3TOro 6bI1I0 BHO HeaocTaToyHo. [lpn 3TOM noKanusauus
BbISIBJIEHHbIX M3MEHEHWUN OrpaHuM4yMBanacb HOCOMOTKOM,
Tpaxeen, NpPaKTUYECKN He 3aTparnBas KpyrnHble GPOHXM U
TKaHb Nnerkux. Ecnun e nocne natoforoaHaToMUM4eCcKoro
ncecneaoBaHma B OKOHYaTENbHOM 3aK/IlOYEHMM BCE XKe yKa-
3blBaM Ha MHTEPCTULMANbHYIO MW MENKOO4YaroBylo Karta-
panbHO-AECKBAMaTUBHYIO MHEBMOHMIO, @ TaKXe Ha npwu-
3HaKW HapylweHUs MUKPOUMPKyNsauMn (obHapyXuBaemble
NpaKTUYECKN BO BCEX CNyvasix BHE3aNHOW cMepTH), obpalla-
10 Ha cebs BHMMaHWE OTCYTCTBME MPU3HAKOB MHOEKLMOH-
HO-TOKCMYECKOrO WOKa UK CUHAPOMa AUCCEMUHUPOBAHHO-
r0 BHYTPMCOCYAMCTOrO CBEPTbIBaHMSA. 3TO CBMAETENbCTBYET
0 TOM, YTO AMArHOCTMPOBaHHasA B pe3y/bTaTe naTonoroaHa-
TOMMYECKOr0 MCCNefoBaHUS MHEBMOHUS HUKaK He Morna
CTaTb NPUYMHOWM NIETaNbHOro UCXoAa.

Ha atoT dakT B 1988 r. o6paTtnnn BHUMaHue B.K. TaTo-
YEeHKO KW coaBT. [49]. Ha ocHoBaHWKM AgaHHbIX Blopo cyne6-
HO-MEeAMLMHCKOM 3KCMNepTU3bl [MaBHOro ynpaBneHus 3apa-
BOOXpaHeHus MockBbl 1985-1987 rr. aBTopbl NpoBenu
aHaNM3 KAMHUMYECKUX W NaToN0oroaHaTOMUYECKUX AaHHbIX
88 geten, ymepLnx Ha gomy, u 106 MnageHLUeB, CKOHYaBLUMUX-
Csl OT OCTPOW pecnupatopHon BupycHon MHeKunn (OPBU)
M MHEBMOHWKU B CTauuoHape. Lenbto 6bi10 onpenenntb Bo3-
MOXHOCTb MOCTA@HOBKM AuarHo3a «CMHOPOM BHe3arnHou
cmepTtu». [narHoctnka CBCM 6asunpoBanacb Ha M3y4eHuu
06CTOATENbCTB CMEPTU, aHann3de MPOTOKON0B BCKPLITUS
W pesynbratax r’MCToIOrMYecKoro uccneaoBaHus. Mpu Takom
nogxoae avarHo3 CBCM He Bbi3biBan COMHEHWM, NMOCKOJIb-
KY Y4YMTblBaNUCb BCE €ro OCHOBHble KpUTEPMU. ABTOpamu
MoKa3aHo, 4To exerogHo B MockBe CBCM MOHO 6bino Obl
C YBEPEHHOCTbIO AMarHoctupoBatb y 40—45 ymeplimx geten.

BmecTte ¢ TeM npu aHanuse npuyuHbl cMepTu 6Gonee
1500 mnageHueB, ymepwunx B 1983-1988 rr. Ha oMy,
paKTnyecKkn Ha Tom e maTepuane [50] aBTOpbl NPULLAK
K BbIBOAY, YTO Beayllen NPUYMHOWM CMepTh Oblin 60NE3HHM
OpraHoB [blXaHus, 0CO6EHHO YacTo BCTpeYatolmecs y geten
NnepBoro roga *unsHu (76,3%). Mpu atom B 90% cnyvyaes peyb

wna 06 OPBW. 3a ykasaHHble roabl 3adUKCMPOBaAHO BCEro
nnwb 2 cnydyas CBCM. lNMpeacrtaBneHHble matepuanbl oTpa-
anu TOUYKY 3peHus cyaebHbIX MEAMKOB Ha POJib Pa3fIMYHbIX
GaKTopoB B TaHaATOreHe3e CKOPOMOCTUXKHOW CMEPTU AeTeN.

B KommeHTapuu K ctaTtbe [51] B.K. TaToueHKo oTmeTun,
YTO yKa3aHWe B NPOTOKOMax MMCTONOMMYEeCKOro nccnegoBa-
HUS KaTapaibHO-AeCKBaMaTUBHOM MHEBMOHWW KaK OCHOB-
HOW MPWYMHbLI CMEPTU MpPW OTCYTCTBMM BO BCEX Cydasx
MaKpPOCKOMUYECKMU BUAMMON MHEBMOHWW SBASIETCA AE3WH-
GopMUpyOLWMM NeguaTpoB M 3aTPYAHSIOWMM pelleHne aTon
aKTyasibHOM Npo6aeMbl B Hallen CTpaHe.

B uenom e cam dakKt cyuwectsoBaHus CBCM wurHopu-
poBanu U He perncTpupoBann. 3To OOBACHAETCA TEM, YTO B
Coetckom Coto3e cyllecTBoBasa yCTaHOBKa Ha 0b6s3aTenb-
HOE yCTaHOBMIEHNE MPUYMHBI CMEPTU. TEM HE MEHEE COTPYA-
HUKK Kadenpbl AeTCKUx 6one3Hen JleHnHrpaackon (CaHKT-
MNeTepbyprcKkown) negnatpuyeckon akagemun N. M. BopoHL0B
n U.A. KenbmaHcoH [52, 53] Ha nNpoTsa)KeHun psaa neT aHa-
nM3npoBann u cobupanu AaHHble 060 BCEX Clyvyasix BHe-
3arnHoM CMepTn AeTen MepBOro rofa XM3HW, PoaMBLUMXCS
WK MPOXMBABLUMX B 3TOM ropoge. NMoMMMO perucTpaimu
1 aHanunsa cnyd4aeB CBCM oueHUBanu posib MUKpocoLMasb-
HOMO OKPY)KEHWSI Yy CKOPOMOCTMKHO CKOHYaBLUMXCS AeTen
[54], n3y4yann 0COBGEHHOCTM MNOBEAEHUS AETEN, yrpoxae-
Mbix no pa3sutnio CBCM [55], daKkTopbl pUCKa HapylleHus
CHa y BHe3amnHo ymepwux geten [56] n psaa opyrux acnek-
ToB. PaboTbl NpeacTaBna/iv MHTEpPeC He TONbKO ANna neguva-
TpoB Poccuu, rae cepbesHble uccnegoBaHus B 3ToM obna-
CTM Ha4vanu NpoBOANTbLCA OTHOCUTENbHO HeaaBHO, n 0 CBCM
OblJI0 N3BECTHO HE 04eHb MHOro. Pe3dynbrathl UccnefoBaHum
N.M. BopoHuoBa [57, 58] u WU.A. KenbmaHcoHa [54, 59]
HEeoAHOKpaTHO Ny6AMKOBaNUCh 3a PyGEKOM.

B cepeanHe 90-x rr. cTano o4eBMAHbLIM, 4YTO Npobrema
CBCM gBnsieTcs aKkTtyanbHoM W ana Poccuu, BBUAOY 4YeEro
ana mn3ydyeHuss mexaHuamoB CBCM Ha 6a3e MOCKOBCKOro
HUW negmaTpum 1M OETCKOW XMpypruu Obin co3paH depge-
panbHbIM  OETCKUMA Hay4yHO-NPaKTUYECKUM LEeHTp Aauar-
HOCTMKM W Nle4EeHUs HapylweHUn puTMa cepgua BO rnase C
M. A. WUKonbHMKOBONW. Ocoboe BHMMaHWe B LleHTpe yaensanu
M3YYEHUIO cepAeyHblXx M apyrnx GaKTopoB pUCKa pas3Bu-
s CBCM u Opyrux »KM3HEYrpoxalowmx COCTOAHUN. Peru-
cTtpaumnsa cnydyaes CBCM B COOTBETCTBUU C MEXAYHAPOAHbI-
MU CTaHAapTaMu BHeApeHa B MPaKTUKY 34paBOOXpaHeHus
Ha Bcen TeppuTopun PO B 1999 r.

Pa6otbl J1.A. KpaBuoson 1 M.A. LLUKonbHMKOBOWM [2, 60,
61] B HEManom cteneHn cnocobCTBOBaNM NOBbILWEHUIO UHTE-
peca K aton npobneme. B nocnegHue rogbl vccnegosa-
HUS, nocBsweHHble CBCM, Havyann akTMBHO MPOBOAMTLCS
He TonbKo B CaHkT-leTepbypre u MocKBe, HO U B ApYyrux
ropogax Poccumn (Mpkytcke [62], Kemeposo [63], Camape
[64], EkaTepuHbypre [65], MNepmu [66], CbiKkTbiBKape [67],
Kaszanu [68], CapaToBe [69]), a TaKkKe B pecnybnnKax 6biB-
wero CoetcKoro Coto3a (benopyccuum [70] 1 YKkpauHe [71]).

BHe3anHo M HEeOXMAAHHO CMEPTb MOMET HaCTynuTb U
NPWU MHOTUX TSXKENbIX 3a601EBaHUAX C IBHO BblpaXeHHbIMM
KNMHUYECKMMW MPOSIBIEHUSIMWU, KOTOPble MOryT ObiTb pac-
LleHEeHbI KaK M3Heyrpoxatowme coctosHums. B aTux cnyyasx
MCNONb3YETCH TEPMUH «CKOPOMOCTUXKHas cmepTb». Cpeau
NnoAaoOGHbIX COCTOSIHUM Y AETEeN paHHEro Bo3pacTa Begyliee
MECTO 3aHUMalT UHEeKUMK (KaK BPOXKAEHHbIE reHepanu-
30BaHHble, TaK U OCTPble PEeCcnMpaTopHble C MOopaXeHuem
OpraHoB AbixaHus) [72].

MaTonornyeckne HaxoaKuW, CBUAETENLCTBYIOLME O HANN-
YUW BOCMNANUTENbHbIX peakunn U MHOPEKUWK, onucaHbl
He TONbKO MPW KUBHEYrPOXKaloWMX COCTOSHUSAX, HO M NpK
CBCM [73, 74]. MNpux aToM peyb UOET KaK 0 BUPYCHbIX [66, 75],
TaK U 0 GaKTepuanbHbIX MHOEKLUNSAX [76]. [To MHEHUIO aBTO-
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poB [66], aHanM3MpoBaBLINX MEAULMHCKYIO OOKYMEHTaLMIO
M NPOTOKO/bI ayTONCUM AEeTeN NEepBOro rofa XM3HW, BHe-
3aMHoO yMepwux Ha OOMY, OCHOBHbIMW npuinHamu CBCM
B 66,7% S9BNSIOTCS ONMOPTYHUCTUYECKME UHDEKLUMU C XPO-
HUYECKUM TeyeHueMm (uuTomMeranoBupycHas HHOEKLMS)
n B 33,3% — OPBWM (vawe rpunn) Ha ¢oHe deTonatum
W BblpaxeHHoro nmmyHogeduuymta. Mpun atom OPBU, BbI3bI-
Baemble PHK-cogepawmmu Bupycamu (rpunn, naparpunn
n RS-BMpyc), MOryT urpaTb posb TpUrrepa aKTUBaLUU BHY-
TPUYTPOOBHbIX OMMOPTYHUCTUHECKUX MHDEKLIMI UN Pa3BUTUSA
co6¢TBeHHO CBCM [75].

M3BECTHO, 4TO MPWIKMBHEHHAs AMArHOCTUKA BHYTPUYT-
POBGHON MHDEKLMM B NEPUO HOBOPOKAEHHOCTHM NPU HEABHO
BblpaXEHHbIX KIMHUYECKMX NPU3HAKax YacTo GbiBaeT BECb-
Ma 3aTpyaHuTenbHa [72]. Jaxke nocne aytoncuun 6e3 rucrto-
NIOTMYECKOrO0 M BMPYCONOMMYECKOro McCiefoBaHus, BKILO-
YaloLnx BObICTPbIM KynbTypanbHbiM MmeTod, MUP v MNUP in situ
[77], He Bceraa yaaeTca NoCTaBUTb AMArHo3 BHYTPUYTPOOHOM
MHEKLMH.

Ha ocHoBaHMW fOaHHbIX 3apybexkHbix [38, 39] u cob-
CTBEHHbIX wuccnegosaHun [2, 61] JI.A. KpaBuoBa u
M. A. LLUKonbHMKOBa onucanu obwue NpM3Haku, CBOMCTBEH-
Hble 60MbLUMHCTBY ClyYaeB CUHAPOMA, U NPEANOXUAN anro-
PUTM (6 KIMHUMYECKMX U 12 MOpdONOrnyeckux NpmuaHaKoB),
KOTOPbIM MOMET MOCAYXWTb BCMoMoOraTesibHblM MEeTOA0M
[OWarHOCTUKM MNpKW aHanu3e c/ly4yaeB HeHacWbCTBEHHOWM
cMepTu aeten ¢ nogo3peHneMm Ha CBCM. B psige cnyyaes
(HO paneko He Bcerga) OMMCaHHble MPU3HaKW MNO3BONSA-
0T OCyLecTBUTb pasrpaHnyeHne CBCM 1 CKOPONOCTUKHOM
CMEPTH OT KUBHEYrPOXKaloLWMX COCTOSAHNUI.

B 2002 r. coBMECTHO € COTpyAHMKaMu Kadeapbl natono-
rMYeCcKon aHaTOMMK POCCUMMCKOro rocygapCTBEHHOr0 Meau-
LIMHCKOro yHMBepcuTeTa (Ha 6a3e Npo3eKTypbl MOpo30BCKOM
AOIKB) 6b10 npoaHanuanpoBaHo 23 ciydas CKOPOMOCTUK-
HOM HEHacUNbCTBEHHOW CMEPTU AEeTEN NEPBOro roaa XMU3Hu,
y KOTOpblX B HanpaB/ieHMsSX Ha ayToncuio 6bl10 yKasaHo:
«HangeH mepTBbiM B KpoBaTtke», «CUMHAPOM BHE3amnHou AeT-
CKOM cmepTu» [78]. AHanu3 pesynbTatoB naTonoroaHaToMuye-
CKOI0 ¥ BUPYCONOMMYECKOr0 UCCNefoBaHWs MOKasan Hannyune
y BCeX BHE3amnHo yMepLux AeTer NPU3HaKOB BPOXAEHHOWM
reHepann3oBaHHON BUPYCHOW MHPEKUMK CMeLlaHHOM 3THO-
niornn, oBbycnoBlIEHHON BMpyCcamMu KpacCHyxu, repneca, LMTO-
MeranoBMpycoOM, S3HTEPOBMPYCamMU. B Tpaxee n nerkom y Bcex
YMEPLLMX TaKkkKe OblIn 06HapyeHbl MOPdONOrniyeckue npu-
3HAKM OCTPbIX pecrnmMpaTopHblix 3aboneBaHui U MHEBMOHUU.
B oTneyaTKax Tpaxeu u Nerkoro BblIBAEHbl aHTUIEHbl pecnu-
paTOPHbIX BMPYCOB M rpunna. Hn B 0gHOM cnyy4ae B OKOH4Ya-
TeNbHOM 3aKtoveHnn agnarHo3 CBCM He 6bi1 NOATBEPIKAEH.

HecMoTpsi Ha TO, 4TO BO BCEX CAyvyasx y ymeplumx 6bina
[AMarHoCTMpoBaHa BPOXAEHHAs BUPYCHas MHPEKUMA ¢ MHO-
JKECTBEHHbIM MOPAaXKEHWEeM Pa3NUYHbIX OPraHOB W CUCTEM,
HenocpeacTBEHHON MPUYUHOW CMEPTU Oblv GONIE3HU opra-
HOB [bIXaHWsl C pa3BUTUEM MHEBMOHMI PA3IMYHOIO XapaK-
Tepa M 3TMONOruKU. ITO GblM OCTPble BMPYCHblE MHEBMOHUM
CEepO3HO-AEeCKBaMaTUBHOMO XapaKTepa, BUPYCHO-6aKTepuab-
Hble MHEBMOHMWK, NEPBUYHbIE AaTUMMUYHbIE MHEBMOHUK (6onee
M3BECTHbIE KaK WHTEPCTULMaNbHbIE), @ TaKXKe MHEBMOHWMU,
Bbl3BaHHble rpubamu. PaccmaTpuBaemble criydyau Henb3s
OTHECTM K MOHATUIO «<BHE3AMNHON CMEPTU Ha POHE NOSTHOro 340-
pOBbS», KOTOpas He Morna 6biTb NpeAcKasaHa M3 aHamHesa.

OgHaKko B Nto60OM crydae, ecnn y MofIoBUHbI YMEPLINX
OMarHo3 BPOXXAEHHOW reHepann3oBaHHON BUPYCHOM MHODEK-
UMM 6bln NOCTaBfiEH TOJIbKO Mocne npoBeaeHuss Mopdo-
NIOTMYECKOrO0 M BMPYCONIOrMYECKOrO MCCNeaoBaHUs, a npwu
JKM3HW U HEMOCPEACTBEHHO Mocne ayToncun BPOXKAEHHas
MHPEeKLMA He Bblla AMarHoCTMpOBaHa, Hago nonaratb, YTO
Nno KpamHen mepe y NoNoBMHbI yMEPLUMX HE BbI10 YyrpoXKato-

LEro *XM3HU COCTOSIHMSA. [10-BMAMMOMY, ONMMUCaHHbIE Cnydaun
crny*aT NPUMepPOoM CKOPOMOCTUKHOW BHEOONBbHUYHON CMep-
TM MPU HEOYEBUAHBIX KUBHEYrPOXKaAIOWMX COCTOAHMUAX. Mbl
cyMUTaeMm, 4To B AaHHbIX cnydasax OPBU aBnsioTcs He nycKo-
BbIM, a paspelalowmnm ¢GaKTopoM TaHaToreHesa [eTew,
CKOPOMOCTUKHO CKOHYaBLLMXCS Ha JOMY.

NMEPUHATA/IbHBIE ®AKTOPbI PUCKA CUHAPOMA

BHE3AMHOW CMEPTU MJIAEHLIEB

Cpeaun daktopoB pucka CBCM BblgensitoT 2 OCHOBHble
rpynnbl: couuanbHo-gemMorpaduyeckne M nepuHaTanbHble,
Ha KOTOpbIX cneayeT oCTaHOBUTbCS MoApobHee. K nepuHa-
TanbHbiM daKTopam pucka CBCM npexae Bcero OTHOCAT
MaTepuHckue [79-81], MHOrMe U3 KOTOPbIX HanpsiMytlo CBS-
3aHbl C BUpPyCcHOM MHeKuunen [82]. 3To, B NepByto oyepeap,
OTATOLWEHHbIM  aKYLWIEePCKO-TMHEKO/IOTUYECKUIA aHaMHe3.
M3BecTHO, YTo Ntob6as natonorua 6epemMeHHOCTU (060CTpeHne
XPOHUYECKNX BGONEe3Hen BO Bpems GepeMeHHOCTHU, OCTpble
MHOEKLMOHHbIE 3a60/1IEBaHUS, Yrpo3a NpepbiBaHUs) NpUBO-
[OUT K XPOHUYECKOMY KUCIOPOAHOMY rOI0AaHUI0 U Pa3BUTUIO
deTonnaueHTapHon HegocTaTtovyHocTH [83-85].

B ycnoBuMsIX rMNOKCMKM NOBLIWAETCS aKTMBHOCTb penunKa-
LMW BUPYCOB, YBENMYMBAETCA BEPOSTHOCTb BHYTPUYTPOBHOMO
MHOMLMPOBAHKWS NIo4a U HAKOMIEHNE BUPYCOB B TKaHsIX pas-
JIMYHBIX OpPraHoB MoAa. B To e BpemMs TKaHeBas rMMoKcus
YCUIMBAETCS NojJ BO3AEWCTBMEM BUPYCHOM MHOEKLIMK, KOTO-
pas MHAYLMPYeT TMMOKCUYECKME COCTOsIHMS. B pesynbrate
B OpraHu3ame naoAa pa3BMBaETCs MMMYHOMATONOrMYECKUI
npouecc, CONPOBOXKAAIOWMINCS 3a4ePKKOM pasBUTUS nnoaa,
HEe3PeoCTbIO K CPOKY recTaluu, NpexaeBpeMEHHbIMM poaamu
[82], poxxaeHnem pebeHKa ¢ HU3KOM maccow Tena [86], B psae
cfy4aeB — CMepPTbIO Naoja Uan HOBOPOXKAEHHOro [82].

Taknm 06pa3om, pasnnmyHas natonorns Bo Bpems epe-
MEHHOCTU 1 POAOB co3AaeT 61aronpUaTHYIO OCHOBY ANs Bpe-
MEHHbIX U 6051ee CTOMKMX M3MEHEHWIK Pa3/IMYHbIX CUCTEM,
4YTO COMPOBOXKAAETCA BbIPaXKEHHbIM HapylweHWem ajanTa-
LMK opraHM3ma HOBOPOXKAEHHOTO.

K nepuHaTanbHbiM dakTopam pucKa passutna CBCM
OTHOCAT HeAOHOLEeHHOCTb [87, 88], HU3KYI0 Maccy Tena npu
poxaeHun [60, 89], HanuMune nNpU3HaKoB MOPPODYHKLMO-
HaNlbHOM HE3PEeNoCTU K CPOKY rectaumu, achuKCUo B poaax
[60]. HapylweHrne oCHOBHbIX GYHKUMK opraHM3amMa pebeHka
MOXET HabM1oAaTbCs Kak HEMOCPEACTBEHHO NOCAe POAOB, Tak
n B 6onee otaaneHHoM nepuoge [90]. MMocneactBuem Heno-
HOLUEHHOCTU SIBASIETCS HapylleHWEe KOHTPONsS W perynsuuu
cepaeyHoro putma [91] v gbixaHus [92]. Hem 6onee cnabbim
poanncs pebeHoK, TeM 60/blue ero ya3BMMOCTb K BO3aeN-
CTBMIO HebBnaronpusaTHbIX GaKTOpOB OKpyKalouen cpenbl,
M TeM 6o/ee BbICOK PUCK HeafeKBaTHbIX KOMMEHCATOPHbIX
peaKLu1i B OTBET Ha BO3HMKaIOLLYHO aCOUKCHIO UN TMIOKCHIO.

Taknm 06pas3oMm, OTATOULEHHbIM aKyLIEPCKO-TMHEKONOMU-
YECKUM aHaMHe3 U Apyrue nepuHatanbHble GaKkTopbl ABAS-
OTCH YHMBEPCaANbHbIMU C TOYKMU 3PEHUSA HEGNAronpUATHOMO
BO34ENCTBMA Ha OpraHM3Mm Kak npu CMHAPOME BHe3amnHowu
CMepPTHU, CKOPOMOCTUKHON CMEPTH NMPU OYEBUAHbLIX U HeoYe-
BUIHbIX YKM3HEYrpoXKaloWMX COCTOSHUSX, TaK U B clydae
CMepTM B MepuHaTanbHOM M MNajeH4YeCcKoM BoO3pacTe.
M BpsiA M MOXKHO CYMTaTb BMOSIHE 3[40POBbLIM PEGEHKOM
HEeOHOLIEHHOro MfaJeHUa C HU3KOW Maccoun Tena, ¢ npu-
3HaKaMu 3a0epKKn pasBUTUA opraHoB U MOpPdODYHKLMO-
HaNbHOM HE3PENoCTH.

JleyeHune detonnaueHTapHOM HeAOCTaTOYHOCTM KaK oc-
HOBHOWM MPUYUHBbI XPOHUYECKOW TMMOKCUU MOXKET CMocoo6-
CTBOBaTb YAYYLWEHWUIO GYHKUMKU MNaueHTbl M ONTUMU3aLMK
YCI0BUIM Pa3BUTMA N10[4a, CHUKEHUIO YacTOTbl OCNIOXHEHUM
B pofax v BEPOSTHOCTU MHOULMPOBAHUS Nioaa U HOBOPOXK-
neHHoro [84, 85].



AWATHOCTUKA CUHAPOMA BHE3AMHOW CMEPTH

MNAAEHLIEB B POCCUM

Ha 6ase 2-ro TaHatonormMyeckoro otaenexHus biopo
cyne6Hon aKcnepTtusbl (MockBa) Mbl MPOBENM aHanua
122 nNpoTOKONOB BCKPbITUS [eTer B Bo3pacTe oT 1 mec
A0 1 roga, CKOPOMOCTUMHO CKOHYaBLUMXCA Ha AOMY
B 2007-2009 rr. B oKOHYaTeNbHOM 3aKJIlOYEeHUKU, N0 OPHU-
LManbHoM CBOAKe, B 73,8% crny4aeB NpUYMHOM cMepTu Gbina
ykasaHa OPBW. OgHako MHOEKLMOHHO-TOKCUYECKMM LWOK
WM MHTOKCUKALMS OblM BbISIBIEHBI MEHEE YeM Y MONOBUHbI
(43,8%) peten. NHeBMOHMS KaK ocnoxHeHne OPBM 6bina
avarHoctupoBaHa B 37,8% cny4vaeB. B 9,8% Hapsaay ¢ ava-
rHo3om OPBU (6€3 Np1M3HaKOB MHTOKCHMKAL MK U MHEBMOHWH)
Obln NOCTaBNeH agnMarHos «flpoyumer.

besycnoBHO, rMCTONATONOMMYECKU AMArHo3 B BbICLLIEN
cTeneHn cyobekTMBeH. OaHWM naTonoroaHaTOMbl TPaKTYOT
OBGHapyXeHHble TUCTONATONOrMYecKMe MNpPOSIBAEHUA Kak
neTanbHble, @ ApyrMe CYMTatoT UX TPUBUANbHbIMU. pu 3TOM
4acTo MMEET MEeCTO fIBHasi HeOoOLEeHKa NaTONorMyeckux
BPOXAEHHbIX M3MEHEHWN B TKAHAX W OpraHax ymepluux,
KOTOpble B OKOHYaTeNbHOM [AMarHo3e YKa3blBalOTCA KaK
«[Tpoune» [8, 93].

Ecnn umcknountb M3 o6lero 4yucna CKOPOMOCTUMHO
CKOHYaBwwMxca Ha goMmy ¢ OPBU v npnaHakamu nHpeKum-
OHHO-TOKCMYECKOrO LWOKa, UHTOKCUKaLMKU U/WUNKU MHEBMO-
HWUM W cydyau ¢ gnarHo3om «[lpoyuner», 3a KOTOPbIM MOXET
CKpbIBATbCS pa3niMyHas BPOXAEHHasa nNatonorus, no Kpam-
HEen Mepe B HECKO/NbKMX clydasix Mor 6bl 6biTb MOCTaB/EH
avarHo3 CBCM. Tem He MeHee, 3TO He 6bl1O cAenaHo
HW B O4HOM ciy4ae.

Bcero ¢ 2006 no 2013 r. B TOM e Npo3eKType 6binu
ncecnefoBaHbl Matepuanbl aytorncun 336 crny4yaeB BHe-
60/IbHUYHOW CKOPOMOCTUKHOW CMEPTU AEeTEN NepPBOro roga
U3HU. HeobxoanuMo oTMEeTUTb, 4To B 34,7% nocne npose-
[leH1s ayTorncuu NMHEBMOHUS He Oblna BbisiBNEeHa, a B psaae
cnyqaeB M Hanuyine OPBWM Bbi3biBano comHeHue. B 6 chny-
Yyasix HEernocpeacTBEHHO Mnocne npoBeAeHus ayToncuu Obin
nocrasfieH guarHo3 «CBCM (nog Bonpocom)».

Mocne npoBeaeHUs NaToNOroaHaTOMMYECKOro U BUPY-
coniormyeckoro uccnegosaHus OPBU “ NMHEBMOHMSA Kak
OCNOXHEHUS (MPKU OTCYTCTBMMU MaKPOCKOMUYECKU BUAMMOWN
NMHEBMOHMK) ObINM YKa3aHbl B 3aK/IOYUTENbHOM AMarHose
B Ka4yecTBe HEenocpeacTBEHHOM MpUYMHbI cMepTh B 88%
cnydaes! B 3 cnyyasx 6bi1 noctaBieH AvarHo3 «CUMHAPOM
BHE3anHoM AEeTCKOM cmepTu», ewe B 3 — «CuHAPOM BHe-
3arnHon OETCKOW CMepTU Ha GOHe HayMHaloLEencs OCTPon
pecnupaTopHON BHUPYCHOM MHEKUMK». [NpeacTaBneHHble
[laHHble HanoMWHaloT pe3ynbTaTbl, ONYyGJMKOBAHHbIE MOYTH
30 net Hazag [50].

MpuxoanTcs Npu3HaTb, YTO M B HacTosllee BpemMs psa
natonoroaHaTtomoB peructpupyior OPBU ¢ ymepeHHo Bbipa-
EHHbIMW MNPOSIBIEHNAMM (IBHO HEAOCTATOYHbIMK ANK
06bSACHEHMS NleTaNbHOrO0 Mcxoda) B KavyeCTBe OCHOBHOM
NMPUYUHBI CMEPTU B NATONOr0aHAaTOMMYECKOM 3aK/OHYEHUN
ropasgo 4aulie, 4YeM 3TO HabngaeTcs B 4ENCTBUTENbHOCTM.
[pn 3TOM Beaylwyl poib UrpaeT KBanuduKauusa npo3ek-
Topa. o MHeHWIo AeTCKOro naTtonoroaHaToma, CyllecTBy-

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIMKT UHTEPECOB

€T obpaTHas 3aBMCUMOCTb MEXAy 4acTOTOM AMarHOCTUKMK
CBCM v ypoBHeM cneunannsaumm nposexktopa [8].

MpeactaBnaOT UHTEPEC AaHHbIE CPaBHUTENbHOW OLEH-
KW pesynbTaTtoB [AesTeNbHOCTU cyAebHO-MeAULMHCKMX
aKkcnepTtoB (2001-2005) ¥ [OeTcKMx natonoroaHaToMoB
(2006-2010) B JleHunHrpaackon o6n. [8]. YcTtaHOBMEHO,
4YTO NOKa3aTenn BHe3anHon BHE60NbHUYHOM MNageHYECKON
CMEPTHOCTM 3@ YYTEHHbIM MPOMEKYTOK BPEMEHU CHU3UINCH
6onee yem B 3 pasza (¢ 2,51 B 2001 go 0,80%0 B 2010 r).
Mo MHeHuWIO aBTOpa, CTONb 3HAYUTEIbHOE YMEHbLIEHWE YUC-
na cnydyaes CBCM morno 6bITb CBA3aHO C HECOBEPLIEHCTBOM
natomMopdosIoOrM4ecKoro uccaeaoBaHuns, 06YCNOB/IEHHbIM
HEeAoCTaTKOM HEOBXOAUMBbIX 3HAHUW Y CyAebHO-MeANLIMHCKO-
ro akcneprta. [leTcKMM natonoroaHatoMm C 6onee BbICO-
KOW KBanuduKaumen obpatuT BHUMaHME Ha MUHUMaAlbHbIE
MOP®dOSIOrMYeCKME NPU3HAKU UHPEKLMOHHOIO MoparKeHus
MUOKapaa B Buae andodysHOro npoayKTMBHOIO BocnaneHums
[64, 93], a agnsa 3TOro, KPomMe CTPororo cobaaeHUa ava-
rHOCTUYEeCKOro crtaHgapta [14, 16, 94], TakKe Heobxoau-
MO WCMO0J/Ib30BaTb LWIMPOKKUI CMEKTP NabopaTopHbIX TECTOB
C MOWUCKOM B maTepuanax aytoncuu aHTEPOBMPYCOB, BUPY-
COB KpacHyxu, repneca, x1aMmauin u MMKonnasm, Bbl3blBato-
LWMX MHOEKLMOHHOE NopaxeHne M1uoKkapaa [8].

Hanbonee 4acto npu BHeE3amnHOW CMEPTU BbIABASIOT
KaTapanbHbli TPaxeuT, MeNKoo4yaroByld MHEBMOHUIO WU
KaTapanbHbl 3HTEPOKONUT. CaMn No cebe nepeyvncreHHble
BbllE NaToNIOrMYecKne N3MEHEHUS CYMTAlOTCS HefoCcTaTou-
HbIMW AN 06bACHEHUS NPUYUHBI CMEPTU, HO TEM HE MeHee
WX YKasblBaloT B Ka4yecTBe MPWYMHbI NeTaNbHOro Mcxona.
B aTux cnyyasax Heo6XxoaMMo UCKaTb NPU3HaKKU MHDEKLIMOH-
HOMO MOPAaXKEHUS KMIHEHHO BaKHbIX LEHTPOB, K KOTOPbIM
OTHOCSITCA PUTMOrEeHHble CTPYKTypbl cepaua [64, 69, 93].
Mpn oTcyTcTBMM HeobxoauMMon KBanudukauum cygebHo-
MeONLMHCKUI aKenepT KoHcTaTtupyeT CBCM.

Mo-BMAMMOMY, UMEHHO 3TUM OOBSCHSAIOTCS CYLWECTBEH-
Hble Pa3Nnyus B 4acToTe AUArHOCTUPOBAHMS HEOOBbACHUMbIX
cny4yaeB CMEpPTU MAafeHUEB MO AaHHbIM Pa3nU4HbIX MpPo-
3eKTyp 1 60MbLUON pa3bpoc NnoKasaTtenen guarHoctuku CBCM
B Poccuiickon ®epepaumn: 0,06—2,08 Ha 1000 poanBILLKX-
cs *Knbimu [60].

3AK/TIOMEHUE

Mpu anarHoctnke CBCM He Bcerga cobnofatoT Mexay-
HapoAHbIM OWMArHOCTUYECKUM CTaHAapT: OTCYTCTBYET KBa-
NMdMUMPOBaAHHOE OMMcaHWe MecTa MPOUCLIECTBMUS; MnaTto-
NloroaHaToMM4yecKoe uccneaoBaHWe 4acTo MpPOBOAMUTCH
cynebHO-MeMLIMHCKMUM 3KCMEepPTOM, a He AEeTCKMM naTtosio-
roaHaTOMOM; B psiie Clly4aeB OTCYTCTBYET UCTOPUS PA3BUTUSA
Unn 60ne3Hn pebeHKa M3 AETCKOW MOMAUKIMHUKK. Bbllie-
nepeyncneHHoe He MO3BONSET MPOBECTU MONMHOLLEHHbIN
aHanna cny4yaeB CKOPOMOCTUXKHOW BHEGONIbHUYHOW CMEPTH.
Ycunus opraHoB 3apaBOOXPaHEHWUs [OMKHbI 6GblTb HanpaBs-
NleHbl Ha COBEPLUEHCTBOBaHWE [IETCKOM MaTonoroaHaToMMu-
YecKon cny»Kbbl, Ha obecnevyeHne MpPo3eKTyp, B KOTOPbIX
NpoBOANUTCS UCCnedoBaHWe ClyvYaeB BHe3anHow BHEOOSb-
HWYHOW CMEpPTHU, BO3MOMKHOCTb MPOBEAEHUSA BUMPYCONiornye-
CKMX N MUKPOBUONOTMYECKNX UCCIEA0BaHNUN.

ABTOpbI JaHHOW CTaTbW NOATBEPAMIN OTCYTCTBME KOHGBSIMKTA MHTEPECOB, O KOTOPOM HEOGXOAMMO COOGLLNTD.
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B HacTosilee BpeMs aKTyasbHbIM SBJISETCS MOUCK MyTEH MpeoAoaeHNs HEIPPEKTUBHOCTM M HEMNEPEHOCUMOCTH Tepanum
METOTPEKCATOM Y NaLMEeHTOB C I0BEHWUJIbHbIM Mauonatuieckum aptputom (KOUA). [epcrneKTMBHbIM ABASIETCS MPUMEHEHMe
nHrnéutopoB ®HO o B BUAE MoHoTepanuu. Llenb nccnegoBaHuna: oLeHUTb 3HPEKTUBHOCTb M 6€30M1aCHOCTb MOHOTEeparnmm
aTaHepLEenToOM M Jle4eHus aTaHepPLEeNTOM C METOTpeKcaToM y nauneHtoB ¢ tOMA 6e3 cucteMHbix nposiBieHuin. MeTogbl:
rnpoBeaeHo 06cepBaLMOHHOE UCCE0BaHNE C PETPOCIIEKTUBHOM OLIEHKOH PE3y/IbTaToB JIEYEHUS NaLMEHTOB, 0y4aBLUIMX
aTaHepuenT — OCHOBHas rpynna (n = 55) u kombuHaymio aTaHepLernTa ¢ MeTOTPeKCaToOM — rpynna cpaBHeHus (n = 136).
OueHKy a¢ppeKTMBHOCTHU Teparnuu MpoBOAUIN B TedeHne 3 JIeT C UCMO/Ib30BaHMEM KpUTepUEB AMEPUKAHCKONU KOJiernm
pesmartosioros (AKP,,,), kontepnes pemmuccumn C. Wallace n nHaexkca JADAS7 1. PesynbTatsbl: BCEro B MCCIE€40BaHue Oblin
BK/ItoYeHbl 191 naymneHToB ¢ OMA 6€3 CUCTEMHbIX NPOSIBAEHUI. YiKe yepesd 1 mec nocsie nepBor MHbEKLUMKU dTaHepLenTa
KAMHUYeCcKne u n1abopaTopHbie nokKasartesin aKkTMBHOCTH 60/1€3HM 3HAYUMO CHU3NMAMCb y 83 U 77%, QyHKLUMOHAIbHas Crio-
COBHOCTb CcycTaBOB roBbicuaack y 87 n 74% 60/bHbIX, NoJydaBLumMX MHIM6uTop ®HO o M ero KOMGUHaLMIO C METOTPEKCA-
ToM. Yepes 6 mec yny4wenne no Kputepuam AKP,.,, 30/50/70 sapernctpuposann y 98/98/96 n 96/95/86%; cragmio
HeaKTMBHOM 60s1e3HM/pemuccnio — y 44 u 24% 60J1bHbIX, NOJy4aBLUMX dTaHepPLEeNT U dTaHepLEeNT ¢ MeETOTpeKcaToM. Yepes
1 rog 30/50/70% ynydweHnune 6bi10 gocturHyto y 100 n 100/98/93% naymneHToB B OCHOBHOM M rpyrne cpaBHEHUS], CTaamns
HeaKTMBHOM 60s1e3HU/pemmcens — y 65 n 43% 60/bHbIX. Ha ¢poHe KOMOMHMPOBaHHOM Tepanun 3aTaHepUenToM ¢ MeTo-
TPEKCATOM Yallje PerncTpmnpoBasIn MHOEKUMOHHbIE HEXeNaTe/IbHble SBIEHUS. B TeyeHne nepBbix 6 MEC U3 UccaeqoBaHus
BblObIIM 12,7 n 7,3%, B Te4eHne rnepBoro roga — 18 n 10% 60/1bHbIX, N0Jly4aBLUMX dTaHEPLIENT U METOTPEKCaT; B TeYeHue
BTOPOro roga HabawgeHns — 8,4% nauneHToB, nojy4yaBlunX KOMOMHaUMIO aTaHepUernTa ¢ METOTPEKCATOM. 3aKIlo4YeHue:
MOHOTepanus 3TaHepPLENTOM 3pPEKTUBHA HapaBHE C KOMOMHUPOBaHHOM Tepanmnen, Ho obaagaeT 60/1ee BbICOKUM popu-
nem 6e30MacHOCTM 1 60/1e€ HU3KOM «BbIXKUBAEMOCTbIO» TEparuu.

Knro4eBbie cnoBa: 1€TH, OBEHW/IbHbIN MANONATUYECKUIN apTPUT, PAHHUKM apTPUT, NO34HMI apPTPUT, STAHEPLIENT, METOTPEK-
caT, MOHOTepanus aTaHEPLIENTOM.

(Ana ymtnpoBaHunsa: b3aposa T.M., AnekceeBa E.W., BanveBa C.W., enucosa P.B., UcaeBa K.b., YnctakoBa E.T., Yoma-
xvuase A.M., Cnenuosa T.B., ®eTtncosa A.H., JlomakuHa O./J1., ConoweHko M.A. OueHKa 3dPEeKTUBHOCTU U 6€30MaCHOCTH
Tepanuu aTaHepLENTOM U 3TAaHEPLIENTOM C METOTPEKCATOM Yy NaLMEHTOB C I0BEHUbHbIM MAUOMNATUYECKMM apTpUTOM 6€e3
CUCTEMHbIX NPOsAABNEHUI. Bonpockl coBpemeHHou neamnatpun. 2015; 14 (6): 652-660. doi: 10.15690/vsp.v14i6.1473)

OBOCHOBAHME

HOBeHUNbHBIM nanMonatnyeckun aptput (LOMA) — aTo
XPOHUYECKOE WMMYHOArpeccMBHOE [eCTPYKTUBHO-BOC-
nanutenbHoe 3aboneBaHWe CycTaBOB, pa3BuBalolleecs
y Ageter B Bo3pacTte Ao 16 neT, Hepeako npuBogsuiee
K paHHen nHBanuansauuun 6onbHbIX [1]. KUA 6e3 cuctem-
HbIX NPOSIBNEHWUM MOXET NPOTEKaTb MO TUMY ONIUrO-, NONU-
N 3HTE3UTHOro aptputa. OH coctaBnseT 80% B CTpyKType
FOMA [1]. HYacTo pa3BuBaeTca B paHHEM BO3pacTe M XapaK-
Tepusyetcsa gedopmalmen cyctaBoB, aMUOTpoduen, auc-
Tpopuren, pa3BUTUEM KOHTPAKTYP M MOPaXKeHUEM rnas.

HOMA — 310 MMMyHOarpeccMBHoe 3aboneBaHue. LleHT-
panbHyLo Ponb B pa3BUTUK CO6bITUM Npu FOUA urpaet daktop

Hekpo3a onyxonu (PHO) a. C ero adpdeKTamm cBS3bIBaOT
pa3BuUTHE CMHOBMUTA M GOPMUPOBAHUE NaHHyca, aKTMBaLMIO
XOHAPOLIMTOB M OCTEOKIACTOB, YTO MPUBOAMUT K AerpagaLimu
Xpsilia, pe3opbLmn KOCTHOM TKaHMU, CYXKEHWIO CyCTaBHbIX
weneh n GOPMUPOBAHUIO KOCTHbIX 3pO3ui [2]. YuuTbiBag
peaynbratbl gencteuns PHO «, OH ABNSETCS OAHOM U3 MULLE-
Hen ansg TepaneBTUYECKOro Bo3aenctBug. CraHaapTHble
MMMYHOAENPECCaHTbI, B YAaCTHOCTM METOTPEKCAaT, He Bceraa
GNOKMPYIOT aKTMBHOCTb PHO o M He No3BONAIOT A0OUTLCS
oTBeTa 6onee yem y 50% naumeHToB [3].

Tepanua uHruoutopamn ®HO o BbICOKOIDDEKTUBHA
y nauuneHToB ¢ FOMA [4]. OgHaKo B psiae cny4aeB BOSMOXHO
noAasfieHMe AENCTBUS npenapaTta u pa3Butue MHOY3UOH-



HbIX peaKuun. ITOMy MOXKeT cnocobCcTBoBaTb GOpPMUPOBA-
HWEe HEWUTPanU3YIoLWMX aHTUTESN, KOTOopble BbipabaTbiBaloTcA
Ha ¢oHe Tepanuu FeHHO-UHXKEHEPHbIMWU GUONOrMYECKUMHU
npenapatamu [5]. AN CHUXEHUS UHTEHCUBHOCTU UX Bblpa-
60TKM nevyeHue 6nokatopamu PHO « NpoBOAMTCS B KOM-
6WHaunM ¢ mMeToTpeKcaToM. OgHaKoO y 4acTM NauueHToB
OTMeYaloT HEeNnepeHoCMMOCTb TeparnumM MeToTpeKcaToM, YTo
He NO3BONSAET NPOLO/IKNUTL €ro NMPUMEHEHHe.

YyuTbiBas, 4TO aHTUTENa K 3TaHepuenTy He SBASTCS
HENTPaNUIYIOLWMMU, T.K. GIOKMPYIOT ApYyrne y4acTKu More-
Kynbl, @ aKTUBHble LeHTpbl cBa3biBaHns PHO o octatotcs
CBOGOAHBLIMK, HaMKu Obl10 UHULMMPOBAHO WCCneaoBaHWe
MoHoTepanuu peuentopom K ®HO « B cpaBHEHUM C €ro
KoM6GKWHaLUMen ¢ METOTPEKCATOM.

METOAbI

Aun3aiH nccnegoBaHus

lMpoBeaeHo o6cepBaLMOHHOE WUCCEAO0BaHUE C PETPO-
CNEeKTUBHOM OLIEHKOW pe3ynbLTaToB JieYeHus.

Kputepumu coorBetTcTBUA
Kputepnn BKIO4YEHNS:

e BoO3pacT Ao 18 nerT;

° noaTBepXKAeHHbIM avarHo3 OUA no kputepuam ILAR [1],
BK/IlOYasA aKTUBHOE XPOHUYECKOE MOJIU- UK OJIUroapTH-
KynspHoe 3abosieBaHue;

e Hanuume 6Gonee 1 onyxwero cyctaBa u/unu 6onee
1 601€e3HEHHOrO CcycTaBa C OrpaHU4YeHMeM NOABUMKHOCTH
B TEYEHME MO KpanHen mepe 6 Mec;

® oJlydeHNe HEeCTEPOUAHbIX MPOTUBOBOCNANUTENbHbIX
npenapatos (HIMBI) 1 rMioKOKOPTUKOMAOB B CTabUSbHbIX
[03ax B Te4YeHue Mo KpanHen Mepe 1 mMec A0 Havana
Nle4yeHns aTaHepLUenTom;

OTCYTCTBME MPU3HAKOB TybepKynesa (naTeHTHbIN Tybep-
Kynies ucKIo4anu nyteM npoBefeHua peaxumm MaHTy
W KOMMbIOTEPHOM TOMOrpadum OpraHoB rpyLHON KIETKH);
oTpuuaTenbHbIl TeCT Ha OepeMeHHOCTb (B Cayyasx
r4e OH YMeCTeH, U Yy BCeX AeBYLIEK B BO3pacTe cTaplue
14 ner).

Kputepnn HEBKITIOYEHUS:

nobble conyTcTBylolMEe 3aboneBaHWS WU OTIUYHbIE
OT HOpPMbl NabopaTopHble NoKal3aTenu, KOTopble MOTN
NOBAUSATbL Ha y4acTHe NauueHTa B UCCNe0BaHUK cornac-
HO KJIMHWYECKOW OLIeHKe nccneaoBaTens;

N060€e N3 NPOTMBONOKa3aHWUM, NEPEYNCIEHHbIX B MHCTPYK-
LMK MO MPUMEHEHMIO UCMONb30BaHHbIX MpenapaTos;
3acTorHas cepaeyHas HeaoCTaTOYHOCTb;
UMMYHOAEDULMTHBIE COCTOSIHUS;

TeKyllee MHPEKLMOHHOE 3abofieBaHWe WM Heob6Xxoam-
MOCTb BaKLMHaLWKW KMBOW aTTEHYMPOBAHHOW BAKLIMHOM;
HEKOHTPOSIMPYEMbIE TSXKESble CUCTEMHbIE MPOSIBAEHMS
WU/VNN Hanmyine OUOJSIOrMYECKUX MPU3HAKOB CUHAPOMa
aKTMBaLMKN MaKpobaros;

HapylweHne QYHKLMU MeYeHW C aKTUBHOCTbIO MEeYEeHOY-
HbIX aMWHOTpaHcdepas, NpeBbIllaoLLEen Hopmy Gonee
yeM B 2 pasa;

coLManbHbIe WKW UHbIE MPUYMHBI, KOTOpPble MOMIWM BOC-
npenaTcTBOBaTb NPOBEAEHMIO PErYSPHBIX MEANLMHCKMUX
ob6cnefoBaHUi.

Kputepun ncknodeHns naumeHToB M3 NCCAe[0BaHUS:
HexenaTenbHble ABIEHUS, NPENSaTCTBYIOLME MPOAOIIKE-
HUIO Tepanuu;

otcytcTBue 30% ynydleHus B TedyeHue 3 Mec ieveHns
(nepBryHas HeabPEeKTUBHOCTD);

T.M. Bzarova?l, Ye.l. Alekseeva?l’ 2, S.I. Valieval, R.V. Denisoval, K.B. Isaeva?, Ye.G. Chistyakoval 2,
A.M. Chomakhidze?, T.V. Sleptsoval, A.N. Fetisoval, 0.L. Lomakina®, M.A. Soloshenko®

1 Scjentific Center of Children’s Health, Moscow, Russian Federation
2 |.M. Sechenov First Moscow State Medical University, Russian Federation

Evaluation of Efficacy and Safety of Etanercept and

Etanercept + Methotrexate Therapy in Patients with Juvenile
Idiopathic Arthritis without Systemic Manifestations

Background: At present, it is urgent to find ways to overcome the inefficiency of and intolerance to the methotrexate therapy in patients
with juvenile idiopathic arthritis (JIA). A promising method is the use of TNF-alpha inhibitors as monotherapy. Objective: Our aim was to
evaluate the efficacy and safety of etanercept monotherapy and treatment with etanercept and methotrexate in patients with JIA without
systemic manifestations. Methods: Observational study with retrospective assessment of the treatment of patients who received
etanercept — the treatment group (n = 55) and the combination of etanercept and methotrexate — the control group (n = 136).
The efficacy was evaluated for 3 years using the pediatric criteria of the American College of Rheumatology (ACR), remission criteria by
C. Wallace and index JADAS7 1. Results: Total amount of patients with JIA without systemic manifestations under study is 191. As early as
1 month after the first etanercept injection, clinical and laboratory parameters of disease activity significantly decreased in 83 and 77%
and functional ability of joints improved in 87 and 74% of patients treated with TNF-« inhibitor and its combination with methotrexate.
After 6 months, the improvement according to the ACR pediatric criteria 30/50/70 was recorded in 98/98/96 and 96/95/86%; inactive
stage of the disease/remission was recorded in 44 and 24% of patients who received etanercept and etanercept + methotrexate. After
1 year, the improvement was recorded in 100 and 100/98/93% of patients in the treatment group and the control group and inactive
stage of the disease/remission — in 65 and 43% of patients. In the course of etanercept + methotrexate therapy, infectious adverse
events were more common. 12.7 and 7.3% of patients treated with etanercept and methotrexate discontinued their participation in the
study during the first 6 months and 18 and 10% — during the first year. 8.4% of patients treated with the combination of etanercept
and methotrexate discontinued their participation in the study during the second year. Conclusion: Etanercept monotherapy is effective
on a par with the combination therapy, but it has a higher safety profile and a lower therapy «survival».

Key words: children, juvenile idiopathic arthritis, early arthritis, late arthritis, etanercept, methotrexate, etanercept monotherapy.

(For citation: Bzarova T.M., Alekseeva Ye.l., Valieva S.l., Denisova R.V., Isaeva K.B., Chistyakova Ye.G., Chomakhidze A. M.,
Sleptsova T.V., Fetisova A.N., Lomakina O.L., Soloshenko M.A. Evaluation of Efficacy and Safety of Etanercept and Etanercept +
Methotrexate Therapy in Patients with Juvenile Idiopathic Arthritis without Systemic Manifestations. Voprosy sovremennoi pediatrii —
Current Pediatrics. 2015; 14 (6): 652-660. doi: 10.15690/vsp.v14i6.1473)



OpuruHanbHas ctaTbf

® HapacTaHWe aKTMBHOCTM 3ab0sieBaHUs nocne LOCTUKe-
HUS CTaun HEAKTUBHOW 60NIE€3HU/PEMUCCUU (BTOPUYHASA
HE3hDPEKTUBHOCTD);

e [anuTenbHas CcTovKasa pemuccus (6onee 2 NeT) Npu oTCyT-
CTBUM MPOTrHOCTUYECKM HEGNArONPUATHBIX GaKTOPOB;

* napuuanbHas HeapdeKTMBHOCTb (060OCTpeHue yBewTa
npy“ PEMUCCUM CYyCTaBHOIO CUHAPOMA);

e 0OTKa3s poauTenen oT ydacTus;

® QOpraHW3aLnoHHbIe NPOGAEMbI.

YcnoBus npoBeaeHus

MccnegoBaHne npoBeaeHo B nepuoa ¢ gekabps 2009
no asryct 2014 r. Ha 6a3e crneunannu3npoBaHHOro peBmMaro-
NIOTMYECKOro oTaeneHns Hay4Horo LeHTpa 340POoBbS AeTewn
(MockBa).

MeauUMHCKOEe BMelaTelbCTBO

MccnepoBaHne He noapadymMeBasno 3KCNepUMeHTanbHo-
ro MeAMLIMHCKOro BMeLLaTeNbCTBa, U BCe eYeHne OCyLLeCT-
BASZIOCb B COOTBETCTBMM CO CTaHAapTamu/peKoMeHjauus-
MU 1o neyeHuto geten ¢ FOUA [6].

MeTtoabl perucTpauum UCXo[0B

Bcem naupmeHTam BbIMOMHAN0OCh KOMMNEKCHOE KIMHUKO-
NnabopaTopHOE U MHCTPYMEHTaIbHOE 06CIe0BaHne No peKo-
MeHaauuaM, yTBepxaeHHbIM B Poccuiickon ®eaepaumm [6].

MHanBuAayanbHyto 3GPEKTUBHOCTb NIEHEHUSA OLLEHMBANU
no cneayowmm KpUTepusam.

legunatpuyeckmne Kputepun AMEPUKaHCKON KOJ1ernm
pesmartosioros (AKP,g,,):

e 06Waa oueHKa nauueHTOM (POoAUTENIIMU) COCTOAHMUA
300P0BbS;

e rnobanbHas OUEHKa aKTUBHOCTM 6O0NIe3HWM Bpa4vom Mo
100 MM BU3yasnbHOM aHanorosow wWxasne (BALL, 6annbl);

e  (yHKUMOHaNbHas CNOCO6GHOCTb MO BOMPOCHUKY CHAQ
(Childhood Health Assessment Questionnaire); Bbige-
nann 4 BapuaHTa GYHKUMOHAIbHOW HedoCTaTOYHOCTU:
OTCYTCTBUE QYHKLMOHaNbHbIX HapyweHui (MHaekc CHAQ
0-0,13), MWHUManbHble (0,13-0,64), ymepeHHble
(0,64-1,6), TxKenble HapyweHus (> 1,6);

® YMC/O CYCTaBOB C aKTUBHbLIM apTPUTOM;

®  YMC/O CYCTaBOB C HapyleHneM QYHKLNK;

® nokKasaTenb CKOPOCTH ocedaHus aputpountos (COI) unu
KOHLIeHTpaLus B CbIBOPOTKE KPoBM C-peaKTUBHOro 6en-
Ka (CPBb).

AKP,,30/50/70 o3Ha4aeT Kak muHumym 30/50/70%
ynyyleHue He MeHee 3 U3 6 KpuTepueB Mpu BO3MOXHOM
yxyalweHunn Ha 30% He 6onee YeM 1 NoKasaTtens no cpaBHe-
HUWIO C UCXOAHbIM 3Ha4veHnem [7].

Kputepmn pemuccun 3abonesarums rno C. Wallace (2011):
® OTCYTCTBME CYCTABOB C aKTMBHbIM apTPUTOM;

e OTCYTCTBME NIMXOPAAKW, CbIMW, CEpo3nTa, OpraHomera-
UK, reHepannsoBaHHOW numdageHonaTnn, HopMmasb-
Hble 3Ha4veHns CO3 n CPb;

® OTCYTCTBME aKTMBHOCTM 6GONE3HW MO OLEeHKe Bpaya
(no BALL);

®  [/INTENbHOCTb YTPEHHEN CKOBAHHOCTU MeHee 15 MuH [7].
LleneBbiM MoKazaTenem ie4eHUs cunTanm AOCTUMKEHUE

cTaguMm HeaKTMBHOW 6ones3Hun/pemuccnn. APPEKTUBHOCTb

fle4eHUs oueHUBanM y BCeX MNauueHTOB, KOoTopble nosny-

Yanu uccneayemble npenapatbl Ha MNPOTSKEHUU HE MeHee

3 nocnepoBaTtenbHbIx MecsLeB vepes 1, 3, 6, 9 mec, 1 rog,

nanee 1 pa3s B roa.

OueHKy 6e30nacHOCTM Tepanuu NPOBOAWIM NYTEM PEru-
CTpauuM Yucna HexenatenbHblx sgBfeHnn (HA) — nobbix
He6NaronpPUATHbIX U3MEHEHUI B MEOMULMHCKOM COCTOSHWUM
nauMeHTa, NonyYyaBLIEro NIEKapCTBEHHbIM Npenapat, He3a-
BMCUMO OT MPUYMHHOM CBS3M C JiedeHueM. Ymucno HA pac-
CcuYuTbIBaNM no dopmyne:

Yucno HA/nauuneHto-rog X 100 =
Yucno HA Ha 100 nayuneHTo-neT.

Moa nauMeHTo-roAoM MOHWUMaNAM CyMMapHbIA CPOK
HabnoAeHNs 3a NaLMeHTaMM1 B rogax.

TakKe adDEKTUBHOCTb JIEYEHUS OLlEeHMBaNKU No NoKasa-
TeNo «BblXXMBAEMOCTU» Tepanun. BbIXKMBAEMOCTb PacCUMThbI-
Banu OT BBEAEHUS Npenaparta A0 Nto6or Heyaayu neyveHus
MM OO0 AaTtbl nocnegHen ABKM OGONbHOrO, €cnvM Heygadva
He KoHCTaTupoBaHa. 1o Heyaayewn neYeHnst NoHUManum npo-
rpeccupoBaHue 3abosieBaHus, OTCYTCTBME MOJSIHOM peMMUC-
CUK 4yepe3 6 mec Tepanuu, 0OOCTPEHUE, HexenaTtefbHble
fABNeHus, Tpebylolwne OTMEHbI Tepanuu UM HEBO3MOXKHOCTb
NPOAOCMIKMUTL leYeHne No APYrnum NpuYnHam (opraHmM3alMoH-
Hble, OTKa3 poauTenew).

JTnyeckan aKcnepTusa

BbinonHeHne uccnegosaHus 66110 0406PEHO Ha COBMECT-
HOM 3acefaHunn Y4yeHoro coBeTa M JIOKanbHOro aTMYECKOro
KoMHUTEeTa Hay4Horo ueHTpa 340pOoBbSA AeTer (MPOTOKON
oT 09.10.2009 r.). MNepen Havyanom nevyeHusa oT poauTenen
BCEX AETEN, a TaKKe OT AeTen B Bo3pacte 14 neT u ctapue
nonyyanu NUcCbMeHHoe MHGOPMUPOBAHHOE corlacue Ha ero
npoBeaeHue.

CTtaTUCTU4ECKUI aHaNu3

CTaTUCTMYECKUIM aHaNM3 JaHHbIX MPOU3BOANAN C UCMONb-
30BaHWeM nakeTta nporpamm STATISTICA v. 6.0 (StatSoft Inc.,
CLUA). OnucaHuMe KOMMYECTBEHHbIX AaHHbIX NPeAcTaBAEeHO
B BMAe MeauaHbl (95% poBepuTenbHbiM uHTEpBan, AWN).
CpaBHeHMEe KONMYECTBEHHbIX NOKa3aTenen OCHOBHOW rpyn-
Mbl ¥ FPYNNbl CPAaBHEHMWS BbINOIHEHO C UCMONb30BaHUEM KpU-
TepueB MaHHa—YUTHW, Ka4eCTBEHHbIX — C MOMOLLbIO KpUTe-
pusa lNupcoHa x2. CpaBHeHMWe napHbIX 3Ha4YeHuKn (Oo-nocne
/le4eHUs) BbINMOHEHO C MOMOLLbI KpUTEPHUS BUIKOKCOHA.
[na nccnegoBaHus BbIXXMBAEMOCTH MaLMEHTOB Nocne neye-
HWUS NPUMEHSNIU CTAaTUCTUHECKMI METOL MHOXMUTENbHbIX OLLe-
HOK KannaHa—Mewepa. CpaBHeHWe 06enx Habniogaemblx
Nno BbIXXMBAEMOCTU Tepanuu BbIMOAHEHO C MoMolblo log-
rank Kputepus. Pasnnyms cuntanu cTaTuCTUYECKU 3HAYUMBbI-
mMu npu p < 0,05.

Onsa KoppeKkumMn pasnuynin mexagy rpynnamu 6bi1 npu-
MeHeH meTog nogbopa nap (matched-pair) n ctpatuduumnpo-
BaHHOro aHanusa (stratification) Ha ocHoBe MHAEKca coOT-
BETCTBMSA (propensity score). Pac4yeT MHAEKCa COOTBETCTBUSA
NPOM3BOAMIM NPU MOMOLLM IOTUCTUYECKON perpeccuu. ns
aHanM3a no metody noa6opa nap K KaxaoMy NauueHTy
M3 OCHOBHOW rpynnbl 6bl1 NOAOGPAH MaLMEHT M3 rpynnbl
CpaBHEHWUS, UMEBLUMIK aHaNOrMYHbIN MHAEKC COOTBETCTBUS.
Mof6op nap ocCylecTBAAAM Ha OCHOBe anroputma greedy
matching, peann3oBaHHOro B MaKponporpamme Ha $3bl-
Ke cuctembl SAS cneuuanuctamu otgena OMOCTaTUCTUKMK
N MHPOPMATUKM KNIMHUKKM Maio (CLUA).

PE3Y/IbTATbI

Y4yacTHUKM UccnefoBaHus

Mop HabnoaeHnem Haxoaunncsa 191 naumeHTt ¢ FOUA 6e3
CUCTEMHBIX NPOSIBNEHUN, U3 HUX 136 (71%) peBo4yek u 55



Ta6nuua 1. XapaktepucTvKka nauneHToB C IOBEHWUIbHLIM MAKONATUYECKUM apTPUTOM 6€3 CUCTEMHbIX MPOABAEHU, NeYMBLUMXCS
3TaHepLuenToM M 3TaHepLUenToM C METOTPpeKcaToM

[eBouku, abe. (%) 40(73) 96 (71) 0,642
BospacT Ha MOMEHT BKJIlOYEHWSA B UCCneaoBaHue, net 5,1(6,2-9,0) 7,8(7,7-9,2) 0,097
BoapacT gebtota 3a6oneBaHus, net 2,8 (4,0-6,4) 3,0(3,9-5,1) 0,975
[nutenbHocTb 601€3HM HA MOMEHT BKJTIOYEHUS 1,0(1,5-3.1) 3.0(3,5-4,5) 0.001
B MUccnefjoBaHue, net

OnuroaptukynsapHein FOUA, abe. (%) 31 (56) 52 (38) 0,022
MonunapTtukynapHbi FOUA, a6e. (%) 14 (26) 72 (53) 0,001
OHTe3nTHBLIN KOUA, abce. (%) 10 (18) 12 (9) 0,067

(29%) manb4mMKkoB B Bo3pacTe oT 1 roga oo 17 net, meanaHa
7,5 ropa (95% AU 7,5-8,8). B 3aBMCMMOCTHM OT NPOBOAMMON
Tepanuu nauueHTbl 6blIM pa3fefieHbl Ha OCHOBHYKO rpynny
(n = 55) — nony4anu ataHepuent, WM TPynny cpaBHEHUSA
(n = 136) — neuynnucb 3TaHEPLENTOM C METOTPEKCATOM.
MeanaHa Bo3pacta 60fbHbIX cocTaBuna 5,1 u 7,8 roaa,
cpeaHas anutenbHocTb 6one3nn — 1,0 un 3,0 roga, cooTBeT-
CTBEHHO (Tabn. 1).

Y 60nbWKNHCTBA NaLMEHTOB CPaBHMBAEMbIX FPYNM CycTaB-
HOW CMHAPOM HOCWJT MONMAPTUKYNAPHbLIN XapaKkTep. Hapsay
C BbICOKOW KITMHWYECKOM aKTUBHOCTbIO 60/1€3HU Yy BCEX BOb-
HbIX, BK/IIOYEHHbIX B UCClefoBaHWe, Habntoaanncb BbICOKNE
3Ha4vyeHnsa NabopaTopHbIX MOKa3aTtenen akTuBHocTu OUA —
CO3 # cbiBOPOTOYHOM KOHLeHTpauun CPB. BoipaxkeHHas
dyHKUMOHaNbHas HegocTaTovyHOCTb (MHAeKc CHAQ > 1,6)
oTMe4yeHa y 16/55 (29%) n 55/136 (40%), ymepeHHas
(vHpekc CHAQ 0,64-1,6) — y 21/55 (38%) n 47/136
(35%) nauuneHToB, MonyyYaBlUMX 3TaHepLEenT M 3TaHepuenT
C METOTpeKcaToM, COOTBETCTBEHHO. NauuneHTbl 06enx rpynn
WIN UX POAMTENN OLIEHMBANM CaMOYyBCTBME W COCTOSIHUE
300poBbs no BALL Kak nnoxoe. OueHKa akTMBHOCTM 60N€3HU
no BALL Bpayom cBmaeTeNnbCTBOBasa O €€ BbICOKOM CTEMEHM.

CTaTUCTUYECKM 3HAYUMbIX Pa3NIUYKUiA Tpynmn no nokasatensim
aKTUBHOCTU 60/1€3HN OBHaPYKEHO He 6bl10 (Tabn. 2).

Cxema BBeeHUA NpenapaTtoB U ANUTENbHOCTb

Ha6naeHus

OTaHepuenT Ha3Ha4yaniu No CTaHAapTHOM cXeMe:
0,4 mr/Kr macchbl Tena (MakcuManbHas pa3oBas fo3a 25 mr)
2 pasa/He[ Cc uHTepBanamMun 3—4 CYT Mexy UHbeKLUAMU
B BW/I€ MOAKOXHbIX MHbEKLMI. Bo BpeMsi Bcero nceneaoBa-
HUS 1033 KOPPUTMpoBanacb B COOTBETCTBUN C M3MEHEHMUS-
MW Maccbl Tena naumveHToB. MeToTpeKcaT BBOAWIN NOAKOXK-
HO MW BHYTPUMbILWEYHO B o3e 10-15 Mr/M2 NOBEPXHOCTH
Tena B Heqa.

Bcem getam npoBefeHo He MmeHee 24 MHbEKLMI 3TaHep-
uenta. B teyeHne 3 mec Habnwoganu 55 n 136, 6 mec —
451 126, 1 roga — 33 1 107, 2 net — 20 n 81, 3 netr —
7 v 45 nauueHToB. CpeaHss ONUTENbHOCTb HabntoaeHus
coctaBuna 1,4 (1,1; 1,6) n 2,0 (1,8; 2,2) roga (MMHUManNb-
Haa 3 Mec, MaKkcumanbHaa 4,5 ropa). N3 nccnegoBaHus
Obl1M UcKMtoYeHbl 11/55 (20%) n 28/136 (21%) nauneHToB
(p = 0,498). Tpoe NnaLMeEHTOB OCHOBHOW rpynnbl HE AOCTUIIN
TOYKM «6 Mec», 12 n 15 — To4KM «1 rog», 25 n 32 — TOYKMU

Ta6nuua 2. KnnH14YecKas xapakTepucTuKa nauneHToB ¢ I0BEHWSIbHLIM MAUONATUHECKUM apTPUTOM 6€3 CUCTEMHBIX MPOSBIEHNH,

NeYUBLUNXCH ITaHEepLEenTOM U aTaHepLenToM/MeTOTPEKCaToOM

Yucno 60n1e3HEHHbIX CycTaBoB, abc. 4,0(4,7-9,1) 4,0 (6,6-10,0) 0,387
Yucno npunyxwmx cyctaBos, abce. 4,0(4,9-9,0) 4,0 (6,1-9,0) 0,899
Yucno cyctaBoB ¢ orpaHuyeHnemM GyHKumMK, abe. 4,0 (5,3-9,8) 5,0(7,4-10,9) 0,399
Yucno cyctaBoOB C aKTUBHbIM apTpUTOM, abcC. 4,0 (5,5-10,0) 4,5 (7,2-10,7) 0,461
[ONnTenbHOCTb YTPEHHEW CKOBAHHOCTU, MUH 30,0 (38,6-80,3) 40,0 (45,2-69,1) 0,972
CO93, MM/4 (Hopma 2-15) 20,0 (20,8-31,8) 21,0(23,8-31,1) 0,680
CPB, mr/n (Hopma 0-5) 4,6 (9,0-24,7) 6,4 (13,9-25,1) 0,218
OueHKa Bpayom aKTMBHOCTU 6onesHun no BALL, 6annbl 67,5 (60,4-71,5) 68,0 (64,2-70,6) 0,754
OueHKa naLMeHTOM UK ero poanTesieM obLero 58,0 (56,0-64,9) 64.0 (59,7-67,0) 0.300
camoudyBcTBMA no BALL, 6annbl

OueHKa GyHKLMOHaNbHOM CNOCOBGHOCTU C MOMOLLbIO 12(1,0-1,4) 1,3(1,2-1,5) 0,309
BonpocHuKa CHAQ, 6annbl

lMpumevaHme. CO3 — cKopocTb ocedaHus aputpoumntoB, CPB — C-peakTuBHbIN 6en0K, BALL — Bu3yanbHas aHanorosas WwkKana,

CHAQ — Childhood Health Assessment Questionnaire.
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OpuruHanbHas ctaTbf

«2 roga», 37 (67%) n 64 (47%) 60NbHbIX OCHOBHOW M rpynmbl
CpaBHEHUS — TOYKM «3 rogar.

OCHOBHbI€e pe3ynbTaTbl UCCNeJ0BaHUSA

OueHKa 3¢)(peKTUBHOCTH IeHeHUs

no Kputepusam AKP,..,,

Yepes 1 mec nocne Havyana feyeHus ypoBeHb OTBETa Mo
Kputepuam AKP, .., 30/50/70 y 60MbHbIX, TE4MBLINXCA STaHEP-
LienToM M 3TaHepLENTOM C METOTPEKCATOM, He OTAIMYaNCs U co-
cTaBun 83/67/36 n 77/60/33% (p = 0,310), COOTBETCTBEHHO.

Hepes 3 mec ypoBeHb oTBeTa Mo Kputepusam AKP...,
30/50/70 Bbipoc u coctaBun 96/95/80 u 96/89/70%
(p = 0,218), yepe3 6 mec — 98/98/96 n 96/95/86%
B OCHOBHOMW U1 rpynne cpaBHeHus (p = 0,678).

Yepes 9 mec 70% yny4ylieHne 6bi10 JOCTUTHYTO Y BCEX 60/b-
HbIX OCHOBHOW rpynnbl 1y 93% naLMeHTOB rpynrbl CPaBHEHUS,
[I0CTOBEPHOW pa3HuLbl MeXAy rpynnamu He 6bino (p = 0,097).

Hepes 1 roa neyeHns yposerb otseTa no AKP,,, 30/50/70
coctaBun 100 mn 100/98/93%, 4epe3 2 u 3 roga — 100
n 98/97/95%; 100 n 97/97/95% y 60MbHbIX, NONYYaBLINX
3TaHepLEenT U aTaHepLENT C METOTPEKCATOM.

OueHKa 3¢ (peKTUBHOCTH IeHeHUs

no Kputepusim C. Wallace

CpOKM M YacToTa pas3BUTUSA CTaaMKM HeaKTMBHOW 60-
NEe3HN/PEMUCCUN U ee ANUTENIbHOCTb B CpaBHUMBaEMbIX
rpynnax 3Ha4yMmo OT/M4YanUCb BeCb Mepuon HabntogeHus.
Tak, 4yepe3d 1 mec OT Hayana NeYyeHus cTagus HeaKTUBHOM
60ne3Hn 6bina 3apeructpupoBaHa y 2 (3,6%) n 3 (2,2%)
60/1bHbIX OCHOBHOM U rpynnbl cpaBHeHus (p = 0,675).

Yepes 3 Mec cTaans HeaKTMBHOM 601€3HM Bblfia 3aperu-
cTpupoBaHay 18 (33%) 1 20 (15%) 60NbHbIX, Yepes3 6 Mec —
y 22 (49%) n 30 (22%) nauMeHToB, NoayyYaBLIMX aTaHepLenT
M 3TaHepLLEeNT B COYETAHMM C METOTPEKCATOM, OAHAKO AOCTO-
BEPHOM pa3HULbl He BbIIO MOYHEHO.

Cnycta 9 Mec, 1 1 2 roja pasHuua mexay rpynna-
MW coxpaHsinacb. B OCHOBHOW rpyrnne cragus HeaKTUBHOWM
60N1e3HM/PEMUCCUS Y NALMEHTOB, JIEYMBLUMXCA ITaHepLen-
TOM, perucTpMpoBanach Yalle, Yem B rpynne CpaBHEHUS:
y 24 (61,5%) n 35 (32,7%), 24 (72,7%) n 43 (40%), 18 (90%)
n 40 (49%), cooTBETCTBEHHO. Yepe3d 3 rofda HabnwgeHUs
pas3HuLa Mexay rpynnamu HUBenMpoBanach, HacToTa JOCTH-
¥EeHUs CTaguMm HeaKTMBHOW 60Ne3HM/peMUccum coctaBuna
6 (85,7%) 1 29 (64,4%) B 06enx rpynnax, COOTBETCTBEHHO.

OueHKa 3¢pPeKTMBHOCTH Tepanumn

no nHaexkcy JADAS71

Yepes 1 Mec aKTMBHOCTb 60ne3HM no nHaekcy JADAS71
3Ha4YMMO CHU¥Kanacb B OCHOBHOW rpynne v rpynne cpaBHEHUs
(tabn. 3). Yepes 3 mec nHaekc JADAS7 1 npoaonKan CHUXKaTb-
cs B 06eunx rpynnax. Y 60/bHbIX, TEYUBLIMXCA STaHEPLENTOM,
rnokasaTesib 6bls1 JOCTOBEPHO HUXKE, YEM Y MALMEHTOB, NONy-
YaBLUMX 3TAHEpPLENT ¢ METOTPEKcaToM. Yepe3 6 Mec aKTuB-
HOCTb 60ne3HM No uHaekcy JADAS71 6bina HU3KOM B 06eunx
rpynnax, HO A4OCTOBEPHO HW}KE B OCHOBHOM rpynne. B ganb-
HeWlweM aKTMBHOCTb 60ne3Hu no nHaekcy JADAS71 ocTtaBa-
flacb HU3KOW KaK y NauueHToB, NOoayyYaBLUMX ATaHepuUenT, TaK
1y 60MIbHbIX, MCMONb30BaBLUNX B CXEME SIeHEeHUs aTaHepL.enT
B COYETAHMM C METOTPEKCATOM (CM. Tabn. 3).

Mpn ucnonb3oBaHMM mMeToaa noadopa nap (matched-
pair) u cTpatudumunpoBaHHoro aHanuaa (stratification) Ha
OCHOBe WHAeKca cooTBeTcTBUSL (propensity score) oTmeye-
HO, 4TO [10 Ha4yana uccnefoBaHWa CpeaHss Pa3HOCTb 3Have-
HUM nHaekca JADAS71 B cpaBHMBaAeEMbIX rpynnax He OTiu-
Yyanacb OT Hy/lsl, 4YTO AEMOHCTPMPOBASO XOPOLMK noabop
nap M UX COMOCTaBMMOCTb MO 3TOMY MOKa3aTeNto B MOMEHT
Havana uccnegoBaHus (Tabn. 4).

Yepes 1 mMec nocne Havyana Tepanuu pasfivins BHy-
Tpu nap coctaBunun -0,35 6anna no mHaekcy JADAS71,
K 3-My Mec Tepanuu ycpeaHeHHble BHYTPUIpynnoBble pas-
nnuunsa gocturnm -0,86 6anna (p = 0,746). B panbHenwem
4yucno nap, AOCTYMHbIX AN aHanu3a, CTano Pe3Ko YMeHb-
WwaTbCs, U CTaTUCTUYECKM 3HAYUMbIX PA3IUYUI MO UHLEKCY
JADAS71 mexay rpynnamu no-npexHemy He 6bino. [Ansg
CpoKa HabnwaeHus 1 rop ans aHanm3a 6blIM AOCTYMHbI
pe3ynbTaTbl OUEHKM aKTMBHOCTM 60Ne3HM ToNbKO 8 nap,
No3TOMY aHanM3 3HAYMMOCTHU pas3nn4vmMii B JaHHOM ciyyae
6bl1 ManoOMHPOPMATUBHbBIM, M PasanUynsa AEMOHCTPUPO-
BanM COMOCTaBMMOCTb rpynn. To ke caMOe MOXHO 6bl10
CKasaTb M Npo nepuoabl BMAOTb A0 2 NeT HabnoaeHus
(cm. Tabn. 4).

BnusiHne neyeHuss aTaHepLenTom U 3TaHepLenTom

C MeToTpeKcaToM Ha POHOBYIO Tepanuio y naLueHToB

¢ OUA 6e3 cucTeMHbIX NPosiBIeHNH

HectepouaHble NpoTMBOBOCaANTE IbHbIE CPEACTBA

[o BK/IOYEHMS B MCCiefoBaHWE HeCTepouAaHble Mpo-
TMBOBOCMaNuUTENbHblE cpeacTBa nonydyanu 38/55 (69%)
n 78/136 (57%) maumMeHTOB, MPOJIEYEHHbLIX 3TaHepLen-

Ta6auuya 3. [InHamnKa akTMBHOCTK 60n1e3HM No MHAeKcy JADAS71 y nauneHToB € IOBEHUIbHBIM MAMOMNATUHECKUM apTPUTOM 6e3 CUCTEMHbIX
nposiBNeHun Ha GoHe Tepanuun aTaHepLENTOM U 3TaHEPLLENTOM C METOTPEKCaTOM

BasnT OcHoBHas rpynna Ipynna cpaBHeHUs -
AraHepuent (n = 55) JraHepuenT + meToTpeKcar (n = 136)
McxoaHo 21,4 (18,6-24,3) 23,3(21,1-25,4) 0,308
1 mec 10,8 (8,2-13,5) 11,5 (9,8-13,2) 0,532
3 mec 4,8(2,9-6,7) 59 (4,6-7,1) 0,049
6 mec 2,3(0,9-3,8) 3,9(2,9-5,0) 0,005
9 mec 1,4 (0,6-2,2) 2,8(1,8-3,9) 0,055
1 roa 1,4(0,6-2,2) 2,9(1,8-3,9) 0,092
1,5 ropa 0,9(0,3-1,5) 2,5(1,5-3,4) 0,003
2 roga 0,7 (0,1-1,3) 2,7 (1,6-3,7) 0,004
2,5ropa 0,8(0,0-1,7) 2,1(1,3-2,8) 0,050
3roga 0,9(0,5-2,4) 1,8 (1,0-2,6) 0,125

1

Mapbl nog6évpanu No 3Ha4eHUsIM aKTUBHOCTM 60n1e3HK No uHaekcy JADAS71.




Ta6nuua 4. InHamuka nHaekca JADAS71 y nauMeHToB C I0BEHWIbHbIM MAMONATUYECKUM apTPUTOM 6€3 CUCTEMHBbIX NPOABNEHUI Ha POHE
Tepanuu aTaHepLEenToM U 3TaHepLENTOM C METOTPEKCaTOM (aHan13 nogéopa nap)

Bpems HaGnoaeHus Yucno nap CpepaHee MepauaHa [95% [AU] min-max p
0 19 2,50 3,40 [-2,30-10,10] -35,80-35,60 0,312
1 mec 19 -0,35 -0,40 [-8,30-8,80] -32,10-29,40 0,993
3 mec 19 -0,86 -0,90 [-5,00-5,00] -36,00-25,80 0,746
6 mec 15 1,55 0,50 [-1,50-4,50] -19,50-32,00 0,447
9 mec 9 -1,36 0,40 [-2,90-2,00] -16,40-2,30 0,820
1rop 8 -0,79 0,95 [-3,30-6,50] -16,00-6,50 0,641
1,5 roga 7 -0,73 -0,40 [-7,20-5,20] -7,20-5,20 0,688
2ropa 5 0,62 0,20 [-1,90-5,20] -1,90-5,20 1,000
2,5 roga 3 1,13 -0,20 [-1,20-4,80] -1,20-4,80 1,000
3ropa 1 0,30 0,30 - 1,000

TOM W 3TaHEepLenToM C METOTpeKcaToM, COOTBETCTBEHHO
(p = 0,133). Yepe3 1 mec HecTepouaHble NPOTUBOBOCMA-
NUTeNbHbIE cpefcTBa MNpoAomKann nonyyats 21/55 (38%)
n 32/136 (23%; p = 0,799), yepe3 3 mec — 4/55 (7%)
n12/136 (8%; p = 0,727) NauMeHTOB OCHOBHOWM U Tpynnbl
CpaBHEHUS, COOTBETCTBEHHO. Yepe3 6 Mec HecTepouaHble
npoTMBOBOCNaNUTENbHble cpeacTBa nonydanu 1/45 (2%)
n5/126 (4%) naumMeHTOoB, NEeYUBLIMXCS STAHEPLIENTOM U 3Ta-
HepLenToM ¢ MeTOTPEKCATOM, COOTBETCTBEHHO (p = 0,580).

[roKOKOPTUKOUABI

[lo Havyana uccnefoBaHUs NPeaHU3010H per 0S nonyyanu
1/55 (1,8%) n 9/136 (6,6%), BHyTPUCYCTaBHble UHbEKLIUK
rMIOKOKOPTMKOMAOB npoBoannuck 19/55 (34,5%) n 64,/136
(47%) peTsM OCHOBHOW U rpynnbl CPaBHEHUSA, COOTBETCTBEH-
HO, NyfibC-TEpanusa MeTUNNPEAHU3010HOM — 5/136 (3,7%)
60/IbHbIM, MOMly4aBWWM 3TaHepLenT C MEeTOTPeKcaToM.
Yepes 6 mec npeaHM3010H A1 NepopasbHOro npuemMa 6bin
OTMEHEH MaLMeHTy B OCHOBHOM rpynne u 1 u3 9 60MbHbIX
B rpynne cpaBHeHus; Yyepe3 12 Mec — elle 2 nauueHTam,
NIe4YUBLUMMCS ATaHEPLLENTOM B COYETAHUMU C METOTPEKCATOM.
Y 60 (48%) nauveHTOB, KOTOPbIM MPOBOAMAACL Tepanus
3TaHepLenToM ¢ MeTOTPeKcaToM, 4o3a NpeAHn30/10Ha Gbina
cHwxeHa go 0,2 (0,05; 0,3) n 0,07 (0,04; 0,1) mr/Kr B cyT
yepes 12 Mec neYveHuns.

3a Becb nepuoj HabN4eHUs BHYTPUCYCTaBHbIE UHBEK-
LMW FNIOKOKOPTUKOMZOB U MyfnbC-Tepanus MeTUNnnpeaHu3o-
JIOHOM He NPOBOAWSIUCH HU OQHOMY PEBEHKY.

«BblIXkMBaeMOoCTb» MOHOTEPAMNUM aTaHepLenTom

M Tepannm ataHepLEeNToOM/METOTPEKCATOM

KymynatueHbin addeKT «BbIXKMBAEMOCTU» Tepanuu aTta-
HepLenToM M 3TaHepLENTOM C METOTPEKCATOM COCTaBMI
87 n 92% — uvepe3d 6 mec; 79 u 89% — yepe3 1 rog;
80 n 79% — 4epes 2 roga; 59 u 74% — 3 roga, cCOOTBET-
CTBEHHO. CpaBHEHME KPWBLIX BbIXXMBAEMOCTW B rpynnax
3HA4YUMbIX Pas3IMynIM HE NOKa3ano (puc.).

B TeyeHue nepBbiX 6 MeC U3 UCCNefoBaHWA BblObINU
7/55 (12,7%) v 10/136 (7,3%), B Te4eHWe nNepBoro roga —
10/55 (18,2%) n 14/136 (10,3%) 60MbHbIX, NOAy4YaBLINX
3TaHepLIENT U METOTPEKCAT; B TE4EHME BTOPOro roga Habto-
nenns — 9/107 (8,4%) naumeHToB, NoJflyYaBLINX KOMOWHa-
LUMi0 3TaHepuenta ¢ MeToTpeKcaTom (Tabn. 5). OCHOBHble
NPUYUHBI OTMEHbI: 3TaHepuenTa — HexenaTeNbHble fBfe-
HUWS; aTaHepLenTa ¢ METOTPEKCATOM — BTOPUYHAsA U NapLu-
anbHaa HeadHEKTUBHOCTD.

HexxenartenbHble ABNEHUS

JleyeHne B 06ewnx rpynnax nNepeHOCUIOCb XOPOLLO.
HexenatenbHble saBneHus (HA) 6binn 3aperncrpupoBaHsbl
y 18 (33%) n 53 (39%) naumeHToB, NonyYaBLUMX STaHepLEenT
W 3TaHepLEenT ¢ METOTPEKCaToM, COOTBETCTBEHHO (p = 0,683).
BonbwmrHcTBO HHA He noTpe6oBanu npeKkpaleHus Ttepa-
MUK, T.K. 6bUIM NETKUMU MU CPEHUMM MO CTEMEHM TAKECTU
1 06patUMbIMU. JleyeHne 6bIN0 NPEKPALLLEHO MO NPUYKNHE pas-
BuUTUSA HA 'y 11 n 3,7% 60NbHbIX, IEYUBLLMXCS STaHEPLENTOM
W 3TaHEPLENTOM C METOTPEKCATOM, COOTBETCTBEHHO.

Ha ¢oHe KOMOGMHMPOBAHHOM Tepanuu ITaHepLenTom
C METOTpeKcaToM 4alle perucTpupoBann MHOEKLMOHHbIE
HA; nHbekunn JIOP-opraHoB nepeHecnn 15/55 (27%)
n 55/136 (40%) peten (p < 0,001); MHPEKUMM AblIXaTeNbHbIX
nyTen, BKAOYAs OCTPbIM GPOHXUT U OCTPYK MHEBMOHUIO, —
1/55 (1,8%) n 17/136 (12,5%) (b < 0,001); Taxenyto
repneTnyeckyto nHdekumio — 2/55 (3,6%) n 1/136 (0,7%)
nauMeHTOB OCHOBHOM W rpynnbl cpaBHeHus (p = 0,052),
COOTBETCTBEHHO.

Puc. KprBas «BbXXnBaeMoCTu» Tepanuum aTaHepLenToM
M 3TaHepPLLENTOM C METOTPEKCATOM Yy NaLlMEHTOB C IOBEHW/IbHbBIM
nanonaTMyeCKMM apTpmuTom 6€3 CUCTEMHbIX MPOSIBIEHMI

KymynstueHas nons sbixmsLinx (KannaH-Meiep)
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OpuruHanbHas ctaTbf

Ta6nuua 5. MNprYnHbI OTMEHbI TEPanuu y NaLuUeHTOB C IOBEHWIbHBIM MAMONATUYECKUM apTPUTOM 6€3 CUCTEMHBbIX NMPOSBAEHU

NpHUWHE OTMEHLE OcHoBHas rpynna lpynna cpaBHeHuA
AtaHepuent (n = 55), a6c. (%) ATtaHepuent + meTtoTpeKcear (n = 136), a6ce. (%)

MNepBuyHan HeapPeKTMBHOCTL* 2(3,6) 3(2,2)

BTtopuyHasa HeadpdeKTUBHOCTL* * 0 7(5,1)

[OnvTtenbHasa cTonKasa peMuccus 3aboneBaHus 1(1,8) 1(0,7)

HexenatenbHble aBNeHns 6 (11) 5(3,7)

OpraHu3aluunoHHble Npo6embl 0 5(3,7)

OTKas poautenen 1(1,8) 0

Bcero 11 (20,0) 28 (20,6)

lNpumevanmne. * — otcytcTBne 30% ynydlweHns B Te4eHne 3 Mec fiedeHus; ** — HapacTaHMe aKTUBHOCTU 3a60/1eBaHUsA NOcie AOCTUXEHNS

cTauu HeaKTUBHOM 6ONE3HN/PEMUCCHUN.

Bupa Ty6epKyInMHOBbIX MPO6 4OCTOBEPHO Halle GpUKCH-
poBanv1 Ha GoHE KOMOBUHMPOBAHHOIO MPUMEHEHUS 3TaHep-
Luenta ¢ metoTpekcatoM — y 5/136 (3,7%) 60/bHbIX B CpaB-
HeHun ¢ 1/55 (1,8%) B rpynne MOHOTEpPanuu aTaHepLENTOM;
yactota 1,3 1 1,8 Ha 100 nauueHTo-neT (p < 0,001). Bece
fetn (n = 6) 6blM NPOKOHCYNLTUPOBaHbI GTU3NATPOM, BCEM
BbINOMHEH [IMaCKUH- 1 KBAHTUPEPOHOBbIN TECTLI, NPOBeae-
Ha KomnbloTepHas Tomorpadus opraHoB rPyAHOU KIETKM.
Mocne o6cnegoBaHWsa Ha3Hadanu cneuuPUUEcKyro XMMMU-
oTepanuio ABYMS MNPOTUMBOTYGEPKYNE3HbIMU MNpenapaTaMmu
Ha Cpok oT 3 A0 6 Mec. 3TaHepLenT No NpUYMHE BUPaxKa
TY6EPKYIMHOBBIX NPO6 He 6bl1 OTMEHEH HU OJHOMY PEBEHKY.

OBCYXAEHME

OTaHepuenT — 3TO TEHHO-UHXXEHEepPHbI PacTBOPUMbIN
6€eNoK, KOTOPbIN COCTOUT M3 2 WAEHTUYHBIX LIenen pexkom-
OWHAHTHOrO 3KCTpaLuennonapHoro 4venoseveckoro PHO-
peluenTopa p75, coelMHEHHOro ¢ FC-40OMeHOM YenioBeYecKo-
ro 1gG,, KoTopble addeKkTBHO cBA3biBaloT PHO o 1 PHO B
(MMM@OTOKCHUH-), NoAaBNAs UX akTMBHOCTb [8—10]. OH cTan
nepBbiM MHrMé6uTopom PHO, addpeKTMBHOCTL M 6Ge3onac-
HOCTb KOTOpOro 6biia u3yyeHa y aeten ¢ OUA. StaHepuent
0406pEH U NULEH3UPOBAH ANS NIeYEHUS aKTUBHOroO, pesu-
CTEHTHOrO K Tepanuu NOJMapTUKYISPHOrOo OBEHUbHOMO
apTpuTa y nauneHToB B Bo3pacTte ctapuwe 4 net [11], a TaKk-
e Hapsigy C aHaKMHPOW (@HTaroHUCT pelenTopa WMHTep-
nenkuHa 1) pekomeHgoBaH AKP ansg nedyeHuns 60MbHbIX
¢ lOWA ¢ cucTeMHbIM HavyanoM M aKTUBHbIM apTpUTOM [6].
B Poccuiickon depepauun npenapat 3apernctpupoBaH
oana nedenuns HOMA y pgeten ¢ 4yeTblpexSieTHEro Bo3pacTa
B 2009 1 c Bo3pacta 2 nieT — B 2012 r. [12]. [0 faHHbIM
60/bLLIOro YMCa UccneaoBaHM, NPOBEAEHHbIX 3a nocnea-
HWEe HECKONbKO J1ET, OTBET Ha Jlie4eHne aTaHepLenToM CcocTaB-
naet okono 70% [8]. HekoTopble HabntoaaTenbHble Uccne-
[lOBaHus, BKIOYas UccneaoBaHue, NpoBefeHHOe B paMKax
HUAEPNAHACKOrO peructpa no apTputy M GMONOrMYECKUM
npenapartam y geten, otTMeTunn abdeKTMBHOCTb NpenapaTa
B €XXeAHeBHOM npakTuke [13-15].

B 2000 r. 6b110 ony6iMKOBaHO MepBOe [ABOWHOE cle-
noe paH4oOMU3MPOBAHHOE UCCNeAoBaHMe aTaHepLenTa npu
nonnaptukynsapHom tOUA, pedpaKTepHOM K fle4eHUI0 METO-
TpeKkcatoM [11]. O6ocTpeHne 3aboneBaHUa 3apermcTpupo-
BaHO B nepsble 28 cyT y 81% nauneHToB rpynnbl nnale6o
ny 28% nauneHToB, NosiyYaBLlUMX 3TaHepLenT. YayyweHue
no Kputepuam AKP,.,,30 6bl10 gocTUrHYTO Y 80% naLmMeHToB

Ha doHe Tepanuun ataHepuentToM, y 35% 60/bHbIX, MONyYaB-
KX nnaue6o [11].

Han6onbwee yucno nauymeHtoB ¢ HOUA, nonyyatowmx
3TaHepuenT, B HacTosilee BpeMs BK/IOYEHbl B HeMmeL-
K peructp BIKER (BuonpenapaTbl B negnaTpu4ecKowm
pesmaTonoruun) [16]. B TeveHne 14-neTHero nepuoja
(c 2000 no 2014 r.) B pernctp 6bin BrIOYeHb 2062 nauu-
eHTa ¢ HOUA, neumBlumxcsa ataHepuentom [16]. Hanbonee
pacnpoCcTpaHEHHOW KaTeropuen O6blinM 6O/MbHbIE CEpPOHe-
raTMBHbIM nonuapTpuTom [17]. CpeaHsasa NpoAo/IKWUTENb-
HOCTb 3aboneBaHusa Mnepej Havyanom Tepanuu cocTaBuna
6,1 roga (megunaHa 4,5), a y nauMeHTOB, HeJaBHO BK/IOYEH-
HbIX B uccnegosavve, — 3,4 roga (Mmegunana 1,9). JaHHble
BIKER aemoHCTpupyloT TepaneBTUYeCKytd 3PpGOEKTUBHOCTb
aTaHepuenTa ¢ 1-ro mec ero BeegeHus [13, 18].

B unccneposaHuu, nposegeHHom M. H. Otten u coaBrT.,
Oblna chaenaHa nonbiTKa onpeaennTb GaKkTopbl, BAUA-
lolWMe Ha ypoBeHb OTBeTa Ha JieYeHUe ITaHepLenToM
y AeTen B 3aBMCMMOCTM OT BO3pacTta, nona v AuTeNb-
HOCTK 60ne3Hu. Yepes 15 mec oT Hadvana Tepanun y 32%
nayMeHToB Obll 3aperucTpupoBaH OT/IMYHLIK, ¥ 36% —
cpeaHuit, y 32% — HepocTaTouHbliM oTBeT [19]. bonee
BblpaXXeHHbIn 3abdeKT Habnojanm y nalumeHToB C MeHb-
WKMM 4YUCNOM MpealecTBYOWNX 601e3HbMOANDULMPYIO-
LWMX NPOTUBOPEBMATUMYECKMX NpenapaTos, 4e6oToOM 3a60-
NeBaHMa B paHHEeM Bo3pacTe n 60/51ee HU3KUM GOHOBbLIM
3Ha4yeHneM OQYHKLMOHaNbHOM HeaoCTaTOYHOCTU. HWM3Kun
OTBET PErMCTPMPOBaN Yy AEBOYEK M NPU cucTteMHom HOMA
[19]. Hannyne aHTUHyKNeapHoro dakTtopa, ANIUTENbHOCTb
3aboneBaHus, rnobasnbHag OueHKa aKTMBHOCTU 60Ne3HU
BpayoMm, 3HayeHne CO3 go Havyana nevyeHns aTaHepLenTom
He BNUANM Ha ypoBeHb oTBeTa [19].

B uccnegosaHnn CLIPPER wu3yyanu apPpeKTMBHOCTb
n 6e30MacHOCTb 3TaHepLienTa Npu Jie4eHnn aeTen ¢ pac-
NPOCTPAHUBLIMMCS OIMFrOapPTUKYNAPHbIM BapuaHToM KOUA,
3HTE3UTACCOLMMPOBAHHLIM apTPUTOM U MCOPUATUYECKUM
aptputoMm [20]. Yepes 12 Hep Tepanuun Gbiia NPOAEMOH-
CTpMpoBaHa xopouwas 3GPEKTUBHOCTb U NMEPEHOCUMOCTb
npenapaTtay nauneHToB Bcex rpynn [20]. [pu aToM YacToTa
AOCTUXEHNA yydweHna no Kputepuam AKP .., 50/70 npu
npumeHeHnn ataHepuenta B go3e 0,8 mr/kr 1 pas/Hen
Oblla 3Ha4YMmo 6onblue, 4eM B Jo3e 0,4 Mr/Kr 2 pa3a/Hes
6e3 CconyTCcTBYOWMNX 60NEe3HbMOANDULMPYIOWMX NPOTUBO-
peBMaTUYeCKUX npenapatoB. ABTOPbl CBA3bIBAlOT TaKyto
pas3HULy C COMyTcTBYOLEN Tepanuen (B OCHOBHOM METO-




TpeKcaTtoM) M OTKPbLITOCTbIO MPOBEAEHHOrO WCCneaoBa-
Hua [20].

[aHHble nuTepaTypbl O MOHOTEpanuWu npenapaTom
peuenTtopa K PHO o B CpaBHEHUU C €ro KOMOGUHALMEN C
MeToTpeKcaTtoM CKyaHbl. P.L. van Riel n coaBT. 6bi710 npose-
[EHO MHOrOLIEHTPOBOE PaHAOMU3MPOBAHHOE KOHTPOSMPYE-
MO€e cpaBHUTENIbHOE uccnegoBaHne aPPEeKTUBHOCTU MOHO-
Tepanuu aTaHepLenTomM B CPaBHEHUM C KOMOUHUMPOBAHHOM
Tepanuen aTaHepLenToM C MeTOTpeKcaTtoM MNpu peBmaTo-
MOHOM apTpuTe y B3pocibix [21]. UccnepoBaHue nposo-
amnocb B 60 eBPOMENCKUX PEBMATONIONMYECKUX LIEHTPAX.
B HeM oueHnBanu addEKTUBHOCTb 3TAHEpPLENTa U 3TaHep-
LuenTta ¢ metoTpekcaTtom y 315 nauneHToB ¢ peBMaTtoMaHbIM
apTPUTOM, PE3UCTEHTHbLIM K TEpanuu MeToTpeKcaToM Yyepes
16 Hepn neyeHus. PesynbraThl UccneaoBaHMs Nokasanu, 4To
KOMOMHMPOBaHHasa Tepanus 3TaHepLenToM C MeTOoTpeKca-
TOM 30dEKTUBHEE M CMOCOGCTBOBANA CHUMKEHWMIO aKTWB-
HOCTW 60/M1€3HNU, YMEHbLEHUIO BbIPaXEHHOCTM 60NEeBOro
CMHAPOMA, a TaKXe YTPeHHEeN CKOBaHHOCTW, MHBaNMAu3a-
LMK, yNyYlWeHUo obLLero COCTOSHUS 340POBbS U TPYAOCMO-
cobHocTu [21].

PaHLOMMW3MPOBaAHHbIX MCCNeaoBaHWUA MO CPaBHEHUIO
nHrnémntopos ®HO o« B KayecTBe MOHOTeEpanuu C KOMOU-
HMPOBAHHOW TepanuWen C METOTPEKCATOM MPU HOHOLIECKOM
apTpuTe He NPOBOAMIOCD.

B2012r.H. Schmeling u G. Horneff 6b1n1v npeactaBneHbl
[laHHble HeMeLKoro permctpa 6onbHbIx KOUA, nonyyatoLmx
ataHepuent [22]. OueHunBanu adPeKTUBHOCTbL M Ge3onac-
HOCTb KOMGWHWPOBAHHOW Tepanuu 3TaHepLEenToM C MeTo-
TpeKkcaTom U MoHoTepanuu ataHepuenTom y 1190 60/bHbIX
C pasnunyHbiMu BapuaHTamu HOUA. MNauneHTbl 6blan pas-
JeneHbl Ha 2 rpynnbl, cOnoctaBMMble No Aemorpaduye-
CKMUM W KJIMHWMYECKUM MNoOKasatensam (non, AIUTENbHOCTb
60ne3Hu, BapmaHT FOMA, CKOpOCTb oceaaHnst 3pUTPOLMTOB,
BO3pAcCT Havana Tepanuu, npegwecteywolan MK-tepanms).
AbdeKTMBHOCTL TEpanumn oLueHnBanu no kputepuam APK .,
30/50/70 yepes 1, 3, 6, 12, 18 1 24 mec oT Havyana nedye-
HUS. OueHKy 6e30MacHOCTM OCYLEeCTBASAM METOAOM noa-
cyeTa yncna HY. PesdynbraTbl UccnegoBaHUs NoOKasanu, 4to
Ha GOHe leYeHUs aTaHepPLLENTOM Pa3HULbl B OTBETE Ha npe-
napat no kputepusm AKP.., Mexay nauueHtamu, nosny-
YalmMmn MHrnéutop ®HO o 1 KoMGMHaLMIO aTaHepL.enTa
C MeToTpeKcaToMm, He 6bino: Yepe3 1 Mec ypoBeHb OTBETa
no kpurepuam AKP, ., coctasun 73/61/33 n 70/61/33%,
yepesd 3 mec — 73/69/51 n 65/59/41%; yepe3 6 mec —
82/77/59 n 83/72/59%; 4epe3 12 mec — 85/78/63
n 89/80/67%; yepe3 18 mec — 77/73/69 n 89/81/77%;
yepes 24 mec — 63/56/50 n 56/34/34%. OgHaKko 4acTo-
Ta AOCTMMEHMA pPEeMUCCUM B rpynne AeTen, MonyyasBLlUnx
KOMOGMHaUMIO 3TaHepuenTa C METOTPEKCaTOM, OKa3anacb
BhlllE, YeM Ha GOHe MOHOTepanuu aTaHepuenTom (29 npo-
TMB 14%) [22].

B Hawem wnccneaoBaHWM TaKKe MOKa3aHo, Y4TO CKO-
POCTb Pa3BUTUS U BblpayKEHHOCTb MPOTUBOBOCMANUTENLHOIO
addeKTa aTaHepuenTa y nauymeHToB ¢ KOMA 6e3 CUCTEMHbIX
NpPosIBNEHMN He 3aBucena OT COMyTCTBYIOWEro feyeHus
MEeTOTpeKcaToM.

E.H. Giannini u coaBT. NpoBenu TpexieTHee OTKpbIToe
ncecneaoBaHue 01rocpoyHor addEKTUBHOCTH METOTPEKCa-
Ta, aTaHepuenTa U KOMBMHaALMKM METOTPeKcaT—aTaHepuenT
[23]. Bo Bcex 3 rpynnax nauyvMeHToB NpPoAeMOHCTPUPOBAHO
ynydweHve No nokasaTensm rnobanbHOM OLEHKM Bpadva
W YUC/Y CYCTaBOB C aKTMBHbLIM apTPUTOM B TEYEHWE BCEro
nepuoga HabnogeHus. HecmMoTps Ha TO, YTO 3HAYUTENIbHOM
pasHuWUbl OBGHapYXeHO He Oblfo, pPaBHO3HAYHbIN IDOEKT

aBTOpbl CBA3a/M C TeMm, 4YTO y GOMbLUMHCTBA MNaLMEHTOB,
nosly4yaBLUMX ITAHEPLIENT M paHee He OTBETUBLUMX Ha Tepa-
N1I0 METOTPEKCaAToOM, Habtoganock 6onee TAXKenoe TeYeHne
3aboneBaHns. B Halwem wuccnegoBaHWM OTMEYEHa Ta e
TEHAEHUMS.

Haunbonee MHTEPECHBIM B UCCNEeAOBaHUKN SBNSETCA U3Y-
yeHMe 6e30nacHOCTM Tepanuu aTaHepLEeNTOM W aTaHepLen-
TOM C MeToTpeKkcaToM. B HaweMm wccnegoBaHun Ha doHe
KOMOMHMPOBAHHOW Tepanuu aTaHepLenToM C MeToTpeKca-
TOM Yalle perucTpupoBanv MHOGEKUMOHHblIe HA: nHdeKunmn
JIOP-opraHoB, MHPEKLUUKN AbIxaTeNbHbIX MyTen, Ty6epKynes-
HYI0 MHDEKLMIO.

Mo paHHbIM HemeuKoro peructpa BIKER, B aexkabpe
2012 r. 6bln NpoBeaeH aHanu3 6e30MacHOCTM NleYeHus
aTaHepuenToM y 1678 60nbHbIX ¢ FOUA, 13 Hux 238 ¢ aHTe-
3UTHbIM apTpuToMm, 315 ¢ pacnpoCTpaHMBLUMMCS OJIUIO-
apTputoM M 127 ¢ ncopuatMyeckum aptpuTtom. o 4yacTo-
Te pasBuTMS cepbe3Hbix HA [oTHocuTenbHbiM puck 1,39
(0,95-2,03; p = 0,080)] noctoBepHOM pas3HULbl He 6blno.
Hecepbe3Hble HA [1,18 (1,02-1,35; p = 0,030)] Ha doHe
Tepanuu 3TaHepLEenToM BbISBASAUCL Yalle npu HOUA, Yyem
npu peBmMaToOMAHOM apTPUTE Yy B3POC/bIX. YacToTa BbisiB-
NIeHUs yBeuTa Gblna 3Ha4YMMO Bbille NP NCOPUATUYECKOM,
pacnpocTpaHMBLIEMCS ONIMFOAPTPUTE U SHTE3UTHOM apTpuUTe
(3,3; 2,81 2,7 Ha 100 naumneHTo-N€eT), HEM NPU CEPOHEraTmB-
HOM 1 cepono3ntueHoM HOWA (1,3 1 0,27 Ha 100 nauuneHTo-
ner) [22].

Halwe nccnegoBaHvMe NpoAeMOHCTPMPOBANo, YTO MOHO-
Tepanusa 3TaHepLLENTOM He TONbKO 3ddEeKTHBHA HapaBHe
C KOMOMHUPOBAHHOM Tepanunen, Ho 1 obnagaeT 60see BbICO-
KM npodunem 6e30nacHOCTH.

OrpaHu4YeHus uccnegoBaHus

B KayecTBe OCHOBHOrO OrpaHW4yeHWsi CTOWUT yKa3aTb
OTCYTCTBME paHAOMM3aUMK NPU pasfaefieHun Ha Tpynnbl,
4YTO MO3BOMNAO Gbl CBECTU K MUHUMYMY CUCTEMATUYECKYIO
OWKBKY 1 NpeaB3aTOCTb uccnegosartenen. Manas Bbibopka
60MbHbIX, MONYYalOLMX MOHOTEPANUIO 3TaHEPLLENTOM, MOrNa
NOBAWUSATL Ha pa3HMLY Pe3ynbLTaToB UCCNeaoBaHus.

3AK/TIOYEHUE

Pes3ynbraTbl McCnegoBaHUs MoKasasu, YTO COMyTCTBYIO-
Lee fie4yeHne MeTOTPEKCATOM He BJIMASIO HA CKOPOCTb pas-
BUTUS U BbIPaXXEHHOCTb MPOTUBOBOCMANUTENBHOIO addeKTa
aTaHepuenTa y 60nbHbIX FOMA 6€3 CUCTEMHbIX NPOSIBNEHUN.
CTraguio HeaKTMBHOW 6O0ONE3HW B TeYeHWe MNepBOro roa
HabntoAeHMS Yalle perncTpupoBanu y 60/bHbIX, NOAyYaBLINX
3TaHepuenT. 3To, BEPOATHO, CBA3AHO C MEHbLUIEN MPOLOSIHKHN-
TENbHOCTbIO 6OMIE3HU Yy NaUMEHTOB Ha GOHEe MOHOTepanuu
aHTMPHO npenapatamu. AKTMBHOCTb 6GO0NE3HU MO WHAEK-
cy JADAS71 4epe3 1 mMeC NeyeHUss CHU3WIacb B 06eunx
rpynnax, B AaJbHENLWEM aKTMBHOCTb GOMIE3HU MO WMHAEKCY
JADAST71 6bina TaKXe HU3KOW. JleyeHne XxopoLo NepeHocu-
M NaumeHTbl 06eunx rpynn. HA vaule BcTpeyanucb Ha GoHe
KOMOGWHMPOBAHHOW Tepanun aTaHepLENTOM C MeTOoTpeKca-
Tom. ConyTcTBylolee nevyeHne METOTPEKCATOM AOCTOBEPHO
NoBbIWAET KyMYNATUBHbIN 3QPEKT «BbIXKMBAEMOCTU» Tepa-
nuMu aTaHepuenTom. TakuMm o6pa3oM, MOHOTepanus 3Ta-
HepLenToM MMeeT paBHY 3QHEKTUBHOCTb C KOMOBUHUPO-
BaHHOW Tepanuewn, Ho 061agaeT 60/1ee BbICOKMM NMpopunem
6e30MacHOCTU U BOIee HU3KOM «BbIXXMBAEMOCTbLIO» Tepanuu.
MoHoTepanua 3TtaHepuenToM ABNAeTCHd MNepCrneKTUBHbIM
METOZIOM NlevyeHns Npu HeaPHEKTUBHOCTU U HENEPEHOCUMO-
CTW MEeTOTpeKcaTa, a TakKe Y MaLMEHTOB C BbICOKUM PUCKOM
Pa3BUTUSA UHPEKLIMOHHBIX OCTOXKHEHUN.

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ N2 6
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y 35 (9,1%) neten. TpurrepHbiM paxTopom y 1/3 naumeHToB 6bina MHPEKLUMS. B febloTe 3ab6oeBaHuUsI InxopaaKa oTMeYeHa
y Bcex, narHucTas coinb — y 190 (49,5%), yBennyenue nedenHun n/unm ceneseHkn — y 150 (39,1%), cepo3nt — y 56 (14,6%)
naumeHToB. Y 17 (4,4%) netein HacumteiBasoch 5,y 117 (30,5%) — 4,y 64 (16,7%) — 3; y 73 (19,0%) n 73 (19,0%) —
2 u 1 cuctemHoe nposiBneHne 6onesHn. Y 175 (45,6%) netes B nebrote 3abosieBaHms Habo4ancs apTpuT, BHECYCTaBHbIE MPO-
SIBNeHUs1 MaHupecTMpoBain B Te4eHme 6 mec. B cneynann3npoBaHHble pEBMATOI0MMYECKNe OTAENEHNS rOCUTaIN3nMpPOBaHb!
7 (1,8%), B kapanonorudyeckne — 50 (13,0%), B negmnatpuydeckme — 190 (49,5%) nauymeHtoB. Y 250 (65,1%) 60/1bHbIX yCTa-
HOBJ/IEH AMarHo3 MHGEKLMOHHOro 3abosieBaHus. H1'y ogHoro nawuueHTa gnarHo3 ctOMA He 6bin yCTaHOB/IEH B TEYEHNE epBbIX
6 Hes. CpenHss AnTesibHOCTbL 3a60/1eBaHus OT AebloTa 0 MoCcTaHOBKM anarHo3a coctasuna 2,0 £ 15,5 (0-139) mec, fo rocnu-
Ta/m3aumuu B crieymasibHoe otaesneHne penepasbHoro HayyHoro yeHtpa — 8,0 £ 29,3 (0-146) mec, mexay ycTaHOB/IEHUEM
AMarHo3a v rocnutanmsaumen B penepasbHbii HaydHbid LeHTp — 3,0 £ 28,0 (0-138) mec; rocnutannanpoBaHbl 6e3 AnarHo3a
(yctaHoBNIEH B peaepasibHoM Hay4HOoM LeHTpe) 50 (13,1%) nayneHToB. 3akaoyeHue: ro JaHHbiM OBLLEPOCCUICKOro PerncTpa,
CIOMA xapaKTepu3yeTcss arpeCCUBHbLIM Ha4yaloM B paHHEM BO3PacTe C TSKesbIMU BHECYCTaBHbIMM MPOSIBAEHUSMU U MO3AHUM
MpUcoeaMHeHUeM CycTaBHOro CUHAPOMa. B 60/bLIMHCTBE Cryd4aeB BepupuKalus auarHo3a v rocnutann3aumns naumeHToB
B crieymnaan3npoBaHHbIE PEBMAaTO/I0MYECKME OTAENEHUS peaepasibHOro Hay4yHoro LieHTPa OCyLEeCTBASINCh B NO3/JHUE CPOKM.
Knro4eBbie cnoBa: JeTH, CUCTEMHbIN HOBEHWJIbHbIN MANONATUYECKUI apTPUT, PETUCTP.
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OBOCHOBAHME nnu 6onee BHECYCTaBHbIX MPOSABAEHUI (CbiMb, NuMdae-
CUCTEMHbIN OBEHWUNbHbIN MAXONATUYECKUIN apTpUT HoMnaTtus, renatomeranus u/unu crjieHomeranus, ceposur)
(cFOMA) — 31O apTpuUT 0aHOro 1 6Gonee cycTaBoB, COMPOBO- [1]. Oona cnyvaeB clOMA B cTpyKType 3aboneBaemMocCTH

XOQLWMKCA NTMXopagKon NPOAOIKUTENBHOCTbIO HE MEHee IOBEHUbHBIM apTpuTom coctaBnseTr 10—-20%; B eBponew-
3 CcyT B Te4eHWe MUHUMYM 2 Hea B COYeTaHuu C OAHWMM CKMX U CeBepoaMepuKaHCKMX cTpaHax — oT 5 go 15%,
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B AnoHmn — 50%, B EBpone — 0,3 1 0,8 cny4aes Ha 100 Thbic.
neten B Bo3pacte A0 16 net [2—-4]. [paKTU4ecKn B KaxKaomn
€BPOMNENCKON, ceBEPOAaMEPUKAHCKON M a3naTCKOW CTpaHe
CYLLECTBYET 3NEKTPOHHAs CUCTEMA y4eTa AaHHbIX (PerucTp)
60/IbHbIX peBMAaTUYECKUMKN 3aboneBaHusaMu [5—7]. Bce oHM
HalesneHbl Ha cb6op AaHHbIX 06 addEKTUBHOCTM U 6e3onac-
HOCTU /le4eHMs NaLMEHTOB, MOyYaloWMX FEHHO-UHIKEHep-
Hble 6uosiornyeckure npenapatbl [8—10]. BOAbLWNHCTBO MEX-
[lYHapOAHbIX PErMCTPOB HE Y4UTbIBalOT 0COGEHHOCTH aebtoTa
3ab0/1eBaHu1s, CPOKU BepUUKaLMKN AMarHo3a u rocnuTtanu-
3auuMn B crneunann3nmpoBaHHble OTAENEeHNUS, NpeaLwecTByio-
LLYyO Tepanuio 1 CPOKM Ha3HaYeHUs NPOTUBOPEBMATUYECKMX
npenapartosB [11-13].

clOMA — 3710 ocobas peakasa dopma 3abofieBaHUsA C
[OCTaTOYHO HEGNaronPUATHLIM UCX040M. [TocTaHOBNEHMEM
MpaButenbctBa PP oT 26 anpensa 2012 r. N° 403 ctOMNA
BHECEH B MEPEeYEHb XMIHEYrpoXatwmnx M XPOHUYECKMUX
NPOrpeccupyolWnx peaknx (opdaHHbIX) 3aboneBaHumn
[14]. BkntoyeHne clOMA B nepedeHb «opdaHHbIX» 60/1€3-
HEeW MOXEeT 3HaYUTENbHO YAYYWWUTb KavyecTBO OKa3aHus
MEAMLMHCKON MOMOLWKM AEeTAM C 3TUM TSXKeNblM WHBa-
Mansunpylowmnm 3aboneBaHnem BBUAY MX o6GecrneyeHus
[OPOroCTOSIWMNM IeHEHUEM 3a CYET OIMKETHbIX CPEACTB.
Ona pa3paboTKM Mep Mo yAyylleHUI0 KayecTBa OoKa3aHus
MEeONLMHCKON nomolM naumeHTam, ctpagatowmm clOUA,
HEeo6X0AMMO OLEHUTb 3HAYMMOCTb MPOBJEMbI B paMKax
3ANNAEMUONOIMYECKOro UCCnegoBaHUs POCCUMCKOW Momny-

naumm geten. OCHOBHbIM MHCTPYMEHTOM N5 9TOr0 AOMKEH
ctatb O6WepoccUncKnm pernctp nauneHTos ¢ ckONA Coto3a
negunaTtpoB Poccuu. Uenb cosgaHusa peructpa — cbop
M aHanuM3 3NMLEMMUONOTUYECKUX U KIMHUYECKUX AaHHbIX
0 AnarHocTuke v nevyeHmnn ctONA ang noBbILLEHUA KavyecTBa
nevyeHnsa nauneHToB ¢ 3TUM 3aboneBaHnemM B PoccuncKon
depepaumm.

Llenbto Hawero uccnegoBaHus 6biN10 M3Yy4UTb OCOOEH-
HOCTU TeYEHUSA U NeKapcTBeHHOM Tepanuu ctOWA 3a nepuog
¢ 1998 no 2015 r. ¢ aHann3oM gemorpaduUyecknx U KInHu-
YECKMUX XapaKTEPUCTUK NaLMEHTOB, BK/IOYEHHbIX B PETUCTP,
CPOKM YCT@HOB/IEHWS AMArHo3a, MaplipyTM3auuio geTten
nocne aebiota 3aboneBaHus n BepudPpurKaLnmn guarHosa.

METOAbI

Aun3aiiH uccnegoBaHusa

lpoBeaeHO PETPOCMEKTUBHOE WCCNefoBaHWE C U3yye-
HMEM AaHHbIX, aKKYMY/IMPOBAHHbIX B 3MIEKTPOHHOM cUcTemMe
MOHUTOPUHIFAa — OO6LWEePOCCUNUCKOM pPErmcTpe nauMeHToB
¢ clONA Cotoza negnaTtpoB Poccuu.

MeToauka c6opa uHpopmaLum

3anofnHeHne Bpayvamu IEKTPOHHbIX KapT MauveHToB
C MCMNONb30BaHMEM CreunanbHO pa3paboTaHHOro npo-
rpaMMHoro ob6ecrneyeHns — oHnanH CRM-nnatdopmbl
Ha 6a3e Microsoft Dynamics CRM (Bepcus 2011), paspa-
60TaHHOro KoMmnaHuen «Hop6um (rpynna «JTAHUT», Poccus).
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Characteristics of the Disease Progression and Hospital
Treatment of Children with Systemic Juvenile Idiopathic
Arthritis: First Results from the Analysis of the All-Russian
Register of the Union of Pediatricians of Russia

Objective: Our aim was to study demographic and clinical characteristics of patients with systemic juvenile idiopathic arthritis (sJIA),
timing of diagnosis and routing of the children after the onset of the disease according to the All-Russian Register of the Union of
Pediatricians of Russia. Methods: Retrospective study (1998-2015) analyzing indicators from 384 children with sJIA. Results: The
majority of patients live in the Central and Volga Federal Districts — 157 (40.9%) and 68 (17.7%) patients, respectively. The ratio of girls
to boys is 1.25:1; 281 (73.2%) children got sick under the age of 5. In 35 (9.1%) children the disease is hereditary. The trigger factor in
1/3 of patients was an infection. At the onset of the disease, fever was recorded in all patients, rash — in 190 (49.5%), enlargement
of the liver and/or spleen — in 150 (39.1%), and serositis — in 56 (14.6%) patients. 17 (4.4%) children had 5 manifestations of
systemic disease, 117 (30.5%) — 4, 64 (16.7%) — 3, 73 (19.0%) and 73 (19.0%) — 2 and 1. 175 (45.6%) children had arthritis at
the onset of the disease and extra-articular manifestations were observed for 6 months. 7 (1.8%) patients were hospitalized to the
specialized rheumatology departments, 50 (13.0%) — to the cardiologic departments, and 190 (49.5%) — to the pediatric departments.
250 (65.1%) patients were diagnosed with an infectious disease. None of the patients was diagnosed with sJIA within first 6 weeks.
The average duration of the disease from the onset to diagnosis was 2.0 £ 15.5 (0-139) months, from the onset to the admission to
a special department of the federal research center — 8.0 £ 29.3 (0—146) months, from diagnosis to the admission to the federal
research center — 3.0 £ 28.0 (0-138) months; 50 (13.1%) patients were hospitalized without a diagnosis (established at the federal
research center). Conclusion: According to the All-Russian Register, sJIA is characterized by aggressive beginning at an early age
with severe extra-articular manifestations and late addition of the articular syndrome. In most cases, the verification of diagnosis and
admission of patients to the specialized rheumatology departments of the federal research center were carried out in later periods.
Key words: children, systemic juvenile idiopathic arthritis, register.

(For citation: Alekseeva Ye.l., Lomakina O.L., Valieva S.|., Bzarova T. M., Nikishina I. P, Zholobova Ye.S., Rodionovskaya S.R., Kaleda M. .,
Galstyan L.A., Alakaeva |.B., Korotkova Ye.A., Artyomov A.V., Vurdov D.Yu. Characteristics of the Disease Progression and Hospital
Treatment of Children with Systemic Juvenile Idiopathic Arthritis: First Results from the Analysis of the All-Russian Register of the Union
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MpoaHannanpoBaHbl MOs, BO3pacT, PErMoH MpoXuBa-
HUS, TpUrrepHble GaKTopbl, CEMENHbIN aHaMHe3, CpeaHUin
Bo3pacT agebtota clOMNA, BHecycTaBHble U CyCTaBHble MpPoO-
aBneHns 6one3Hn B aebtoTe, BbiCTaBASEMblE NEePBOHaYab-
Hble AMarHo3bl A0 BepuduKauuu auarHosa clOUA, cpea-
HSS ANMTEeNbHOCTb 3a60neBaHus 0T MaHUdecTauumn nNepsbix
NPOSIBAEHMI A0 MOCTAHOBKM AMarHo3a M rocnurannsauuu
B CcrneuvanuMsanMpoBaHHOE PeBMaTONOrMMYECcKoe OTaeNieHue
denepanbHoOro HayyHoro ueHtpa (PHL), cpeaHas anuTens-
HOCTb 60/1€3HM OT MOCTAaHOBKM AMarHosa [0 rocnuranusa-
unmn B dHL.,

Kputepuu cooTBeTcTBUSA
Kputepum BKAOYEHUSI B PETNUCTP:
e BoO3pacT Ao 18 ner;
* noaTBepaeHHbIn anarHo3 ckOMA no kputepusam ILAR (Inter-
national League of Associations for Rheumatology) [8, 101];
e 1eTu, Habnwpawwmeca B PHL,

Kputepum HEBKIKOYEHNS B PETUCTP:

e ricopvas y nauueHTa U pPoACTBEHHMKOB 1-M CTEMNeHMU
poacTBa;

®  QHKWNO3MPYKOLWMA CHNOHAWAUT, aCCOLMMPOBAHHBLIA C
IHTE3UTOM,;

® CaKpownewT MpW Haanyuu BOCManuTeNbHbIX 3abofeBa-
HUN KULWEYHUKa;

e cuHapom Pentepa;

® repeaHuUn yBEUT Yy POACTBEHHMKOB 1-i CTENEHU POACTBA;

e oO6HapyxeHue peBMaTtoMgHoro Gakrtopa He MeHee, Yem
B 2 NabopaTtopHbIX TECTax B Te4eHne 3 Mec;

® ayToBOCMANMUTENbHbIN CUHAPOM, MOATBEPXKAEHHbIN pe-
3yNbTaTOM reHETUYECKOr0 UCCNeaoBaHus;

®  ONOXUTENbHbIN FreHeTU4YeCKnin TecT Ha HLA-B27 aHTureH.

YcnoBusa npoBegeHus

Pa6ota BbinonHanace B cneaytowmnx ®HL;: HayyHom ueH-
Tpe 340pOBbS AeTen — B CneunanM3vpoBaHHOM peBMaTo-
normyeckom otaenenuu, HUMN pesmatonormm um. B.A. Haco-
HOBOW — B [E€TCKOM OTAENEeHUU, YHUBEPCUTETCKON AETCKOM
KNWHK4YecKkon 6onbHuue MNepsoro MIMY um. U. M. CeyeHo-
Ba, MOpPO30BCKOW AETCKON rOPOACKOM KIMHUYECKOW 60NIbHU-
e — B OTAENEHUN NYNbMOHONOMMKU N KapAMOPEBMATONOIMH,
LleHTpanbHON OETCKOM KIIMHWMYECKOW G6ONbHULIE — B CreLuu-
ann3nMpoBaHHOM PEBMATOSIONMYECKOM OTAENEHMH.

MpoAonKUTENBHOCTb UCC/IEA0BaHUA
Mepwuoa petpocnekummn — 1998-2015 rr. JaTta nocnea-
Hen aKkTyanu3aunun 6a3sbl JaHHbIX pernctpa — 01.11.2015 .

CraTucTtMyecKui aHanus

CraTuctnyeckas o6paboTKa pesynbTaToB MNpPoBOAU-
nacb ¢ nomollbio naketa nporpamm STATISTICA v. 22.
(StatSoft Inc., CLUA). OnucaHMe KOAMYECTBEHHbIX AaHHbIX
C HEHOpPMasbHbIM pacnpegeneHnem npeacraBieHo B Buae
cpedHero U cTaHgapTHOro OTKIOHeHMs. OOHOBbLIGOPOYHbIE
KPUTEPUM CAYKUAN ANS NPOBEPKM COOTBETCTBUS pacnpeae-
NIeHUs1 BbIGOPKM HOpManbHOMY. CpaBHEHME HOMMUHaSbHbIX
N NOPSAKOBbIX NEPEMEHHbIX BbINMOIHEHO C MPUMEHEHNEM X2-
MonyyeHHble pe3ynbraTbl CYUTaNM CTAaTUCTUYECKU 3HAYUMBI-
Mu npu p < 0,05.

PE3YJIbTATbI

Y4yacTHUKM uccnepoBaHuUsa

B perunctp 6binv BKIO4YeHbl 384 pebeHKa ¢ clOUA:
213 (55,5%) neBoyek 1 171 (44,5%) manbynk. CooTHOLWEHNE
[IeBOYEK M ManbyMKoB cocTtaBmno 1,25:1.

leorpadusa cnyyaeB CUCTEMHOIO IOBEHU/IbHOIO

mauonaTU4ecKoro apTpura

AHanua reorpaduu NpoXnUBaHUa nokasarn, YTo NnosoBUHa
BCEX MNaLMEeHTOB, BKJIIOYEHHbLIX B PErucTp, 3aperncrpupo-
BaHa B LleHTpanbHoM — 157 (40,9%) v MNMpuBOMKCKOM —
68 (17,7%) depepanbHbiXx OKpyrax. Haubosbluee 4ucno
aeten npoxusanu B Mockese — 46 (12,0%), MoCcKOBCKOM —
23 (6,0%), Bonrorpaackon — 15 (3,9%), Huxeropogckon —
10 (2,6%), PasaHckon — 12 (3,1%), YensabuHcKOM —
10 (2,6%) 06n., a Takke B Pecnybnuke bawkoptoctaH —
14 (3,6%). HanmeHbluee 4ymucno 605bHbIX CHOUA, BRIOYEH-
HbIX B PETUCTP, NPOXMUBaNKU B ApxaHrenbCKomn, VIBaHOBCKOW,
Mpkytckon, Opnosckon, [MeH3eHckon, Camapckon, Caxa-
NIMHCKOW, TBepckon, ToMCKON, fpocnaBcKon 061., a TaKxe
B pecnybnukax NHryweTusa, Kanmbikus, Kapenua, Mapui 95,
MopgoBus, TbiBa, Xakacua — no 1 nauueHty (0,3%), cooT-
BETCTBEHHO (Tabn. 1).

XapaKTepucTtuka 60/ibHbIX C CUCTEMHbIM

I0BEHWIbHbIM UAUONATUHECKUM apTPUTOM

CpeaHuit BO3pacT MNauMEHTOB HA MOMEHT BK/IOYEHWUS
B peructp coctasun 12 + 4,2 (ot 2 po 18) roga. B Bo3pacte
[0 5 net 66110 44/384 (11,5%), 6-10 net — 115 (29,9%),
11-15 net — 158 (41,1%), ctapwe 16 net — 67 (17,4%)
nauueHToB.

AHanu3 Bo3pacTta gebloTa 3abosieBaHUa MoKasan, 4To
95 (25,5%) neten 3abonenn B Bo3pacTte Ao 2 net (n = 380,
y 4 nauueHToB AaHHble OTCYTCTBYIOT). MOYTM Y MONOBMHbI
nauveHtoB — 186 (48,9%) — clOMA pebioTMpoBan B BO3-
pacte oT 2 no 5 net, y 70 (18,4%) — ot 6 go 10 ner,
y 28 (7,4%) — ctapwe 10 net. CpegHun Bo3pacT aebiota
3aboneBaHuns 6b11 paseH 3,0 £ 3,5 (o1 2 go 15) roga.

Ha MOMEHT BK/IIOYEHUS B PETUCTP CPEAHAA ASTUTENIbHOCTb
6051e3HM OT MaHUdeCTaLMK ee NePBbIX MPOABIEHUI COCTaBU-
na 6,0 £ 3,9 (o1 10 mec fo 17 net) roaa; OT NOCTaHOBKW Aua-
rHO3a Ha MOMEHT npoBefeHus aHannza — 6,0 + 3,8 (0T 4 mec
A0 16 neT) roga. AnuntenbHocTb 60n1e3Hn (n = 383, AaHHble
no 1 nawuueHTy OTCYTBCTBYIOT) MeHee 2 neT 3aduKcuMpoBaHa
y 40 (10,4%), ot 2 no 5 net — y 123 (32,1%), o1 6 go 8 net —
y92(24,0%), ot 9 no 11 net — y 84 (21,9%), 6onee 12 net —
y 44 (11,5%) neten.

AHanuM3 ceMerHOro aHamHe3a MNoKasal, 4To peBma-
TMyeckme 60/Ie3HM MMEeNucb y poacTBeHHMKoB 35/384
(9,1%) neten, U3 HUX y 6 (1,6%) — y POACTBEHHMKOB 1-1,
y 29 (7,6%) — 2- nuHumn poactea. Y 7 (1,8%) poaACTBEHHU-
KOB 2-% IMHWUW POACTBA AMarHOCTUPOBaH ncopuas.

Mo MHeHWIO poauTenev W Bpayem Mo MECTY MKUTesb-
CTBa, NPUYNHHBIMK daKkTopamu pa3Butusa clOMAy 115/384
(29,9%) neten aBunacb nHdekumnsd, y 20 (5,2%) — BaKuUMHa-
uma, y 6 (1,6%) — TpaBma cyctaBoB, y 5 (1,3%) — unHcons-
uma; y 1 (0,3%) — nepeoxnaxgeHnue. Y 237 (61,7%) naumeH-
TOB TPUITEPHbIN GAKTOP HE OGHAPYKEH.

AHanua febiota 3aboneBaHUs NoKkasas, 4To y 60/bLKH-
ctBa 60/IbHbIX MaHudecTauuss CMMNTOMOB Oblsia OCTPOM.
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Ta6nuua 1. leorpadus NPOXKMBaHUA NALUEHTOB C CUCTEMHbBIM IOBEHW/IbHBIM MAMONATUYECKMM apTPUTOM, BKIIOYEHHbIX B O6LLEPOCCUNCKIUI

peructp Coto3a negnatpos Poccuu (n = 384)

N2 n/n PervoHb! A6c. (%) N2 n/n Pernoxo! A6c. (%)
1 Anbirest Pecn. 2(0,5) 39 Huxeropofckas o611. 10 (2,6)
2 AnTaviCKMIn Kpan 3(0,8) 40 HoBocubupckas o61. 2(0,5)
3 ApxaHrenbcKas 061. 1(0,3) 41 OmcKas 06n. 5(1,35)
4 AcTpaxaHckas 06:. 2(0,5) 42 OpeHbyprckas 0671. 2(0,5)
5 BawkopTocTtaH Pecn. 14 (3,6) 43 OpnoBcKas 0671. 1(0,3)
6 Benropoackas o6n. 3(0,8) 44 MNMeH3eHcKasn 06/1. 1(0,3)
7 BpsiHcKkas 06:1. 9(2,3) 45 MepmcKkuin Kpan 7(1,8)
8 Bypsatua Pecn. 1(0,3) 46 MpUMOpPCKUI Kpan 5(1,3)
9 BnagMmupckas o61. 6 (1,6) 47 PoctoBckas o6n. 2(0,5)
10 Bonrorpaackas o6n. 15(3,9) 48 PazaHckas o61. 12 (3,1)
11 Bonoroackas o6. 4(1,0) 49 CamapcKas 06. 1(0,,3)
12 BopoHexckas o0611. 2(0,5) 50 CaHkT-lNeTtepbypr r. 1(0,3)
13 [JarectaH Pecn. 3(0,8) 51 CapatoBcKas 0671. 10 (2,6)
14 3abanKanbCKui Kpam 2(0,5) 52 Caxa (AKkytuns) Pecn. 5(1,3)
15 MBaHoBCKas 0611. 1(0,3) 53 CaxanuHcKas o6n. 1(0,3)
16 UHrywetusa Pecn. 1(0,3) 54 CBepioBcKas 06:. 8(2,1)
17 MpKyTcKas 06. 1(0,3) 55 CeBepHas Ocetnsi — AnaHus Pecn. 7(1,8)
18 KabapauHo-bankapckas Pecn. 3(0,8) 56 CmoneHcKas 0611. 5(1,3)
19 KanuHuHrpaackas o6n. 7(1,8) 57 CTaBpononbCKUIM Kpam 9(2,3)
20 Kanmbikusa Pecn. 1(0,3) 58 Tam6oBcKas 0671. 4(1,0)
21 Kanyckas o6n. 3(0,8) 59 TatapcTtaH Pecn. 3(0,8)
22 KamyaTtckuii kpaw 2(0,5) 60 TBepcKas 061. 1(0,3)
23 KapavyaeBo-YepkeccKkas Pecn. 2(0,5) 61 TomcKas 0611. 1(0,3)
24 Kapenus Pecn. 1(0,3) 62 Tynbckasi 061. 6(1,6)
25 KemepoBcKkasi 06:. 6(1,6) 63 TbiBa Pecn. 1(0,3)
26 Komu Pecn. 2(0,5) 64 TioMeHcKasi 0611, 9(2,3)
27 KoctpomcKkasi 061. 2(0,5) 65 YamypTckas Pecn. 6(1,6)
28 KpacHoaapcKui Kpaw 17 (4,4) 66 YnbsaHoOBCKas 061. 9(2,3)
29 KpacHosipckuit Kpan 4(1,0) 67 XabapoBCKUI Kpan 2(0,5)

30 Kpbim Pecn. 2(0,5) 68 Xakacus Pecn. 1(0,3)
31 KypraHckasi 06:. 2(0,5) 69 XaHTbl-MaHcuiickuin AO — HOrpa 2(0,5)
32 Kypckas 06:. 3(0,8) 70 YenabuHcKasn o6. 11 (2,9)
33 Nuneukas o6n. 2(0,5) 71 YeueHcKkasn Pecn. 3(0,8)
34 Mapwui 3n Pecn. 1(0,3) 72 YyBauwckasa Pecn. 3(0,8)
35 Mopgosusa Pecn. 1(0,3 73 fAmano-HeHeuknn AO 1(0,3)
36 Mocksa . 46 (12) 74 flpocnaBcKas o6n. 1(0,3)
37 MocKoBcKas 061. 23 (6,0) 75 HeT gaHHbIX 22 (5,7)
38 MypMmaHcKas 061. 4(1,0) - - -

lpumevaHue (3aech u B Tabs. 3—5). AO — aBTOHOMHbIV OKPYT.

Y 247/384 (64,3%) nauuMeHTOB oTMeyeHa debpuibHas HonmaTusa, y 150 (39,1%) — renato- u/unu crjaeHomera-

NMXopajKa, xapaktepusosaBlasaca 1-4 nogbemMamu Tem-
nepatypbl Tena B cyTku. Y 190 (49,5%) neten perucrpu-
poBanacb NATHWCTas JIMHEWHas CbiMb, JO0Kanu3ylolasacs
NPenMyLECTBEHHO Ha KOX€ TYyNOBMLA W KOHEYHOCTEW,
He conpoBoOXJalolwasncs 3y4oM, YCUIMBalOLWasncs Ha BbICO-
Te nuxopagku; y 128 (33,3%) Habnwoganacb numdage-

e, y 56 (14,6%) — ceposuT (Tabn. 2). AKTUBHbLIA apTpuUT
B nebtote 3aboneBaHus pasBuica y 175 (45,6%) geten,
y 190 (49,5%) nauneHTOB OTMeYanucb apTpanrum. AHanus
0CO6EeHHOCTEN TeyeHUA 3aboneBaHWd MoKasan, uTo
y 17 (4,4%) peten B pebtote umenn mecto 5 (nnxopajka,
cbiNb, NUMdbaaeHonaTus, renato- U/uUnM cnneHomeranus,




Ta6nuua 2. CyctaBHble ¥ BHECYyCTaBHbIe NPOsIBEHNS B Ae6IOTE Y NaLMEHTOB C CUCTEMHbBIM IOBEHUIIbHBIM MAMONATUHECKUM apTPHUTOM,
BKJIIOYEHHbIX B O6Liepoccuiickuin pernctp Cotosa neamnatpa Poceun (n = 384)

ApTpiiT XopAAla Jputemarto3Hasn MG aneHonaTs lenatomeranusa u/vnun Ceposkr
cbinb crieHomeranus
+ - - - - - 41
- + - - - - 36
+ + + + + - 50
- + + - - - 33
- + + + + - 59
+ + - - - - 17
+ + + - - - 13
+ + + + - - 13
+ + + - + - 13
+ + - + - - 10
- - + - - - 10
+ + + + + + 9
+ + - + + - 9
- + + + - - 9
- + + - + - 9
- + - + + - 8
+ + - - + - 6
- + + + + + 5
- - - - + - 3
+ + + - + + 3
- - - + - - 2
+ + + + - + 2
+ - - + - - 2
+ - - + + - 2
+ - - - + - 2
- + + + - + 2
- + - + - - 2
- + - - + - 2
- - - + + + 2
- - - - + + 2
+ + - + + + 1
+ + - - - + 1
+ - + - - - 1
+ - + - + - 1
+ - - + - + 1
- + + - + + 1
- + + - - + 1
- + - + + + 1

cepo3uT), y 117 (30,5%) — 4 (nmxopapgka, cbinb, nuMmdane-
HonaTtus, renarto- U/unu cnneHomeranus), y 64 (16,6%) — 3,
y 73 (19,0%) — 2,y 73 (19,0%) — 1 cucteMHoe nposiBieHne
6onesHun. Y 41 (10,7%) B nebtote 3a6oneBaHusa Habnoaan-
CA apTpuT, a BHeCycTaBHble NPW3HaKW MaHubecTpoBaiu

B TeyeHne 3—6 mec nocsne AeGlota CycTaBHOrO CUHApPOMA.
CpefHee YMCO CUCTEMHBIX MPOSBEHWI Ha 0AHOIO 60/bHO-
ro coctasuno 3,5+ 0,5 (ot 1 go 5).

Mpyv nosiBNEHUM NepBbIX MNPW3HAKOB 3aboneBaHus
BCE MauMeHTbl GblM rOCNWTanNM3UPOBaHbI B CTaLMOHap
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no Mecty xutenbctBa: 190/384 (49,5%) — B neauatpu-
YeCKMe OTAENEeHUS TOPOACKMX, 0BAACTHbIX WM KpaeBblxX
60nbHUL, 131 (34,1%) — B MHPeKuMOHHbIe, 50 (13,0%) —
B Kapauonorudeckue, 7 (1,8%) — B peBmMartonorMyeckue,
2 (0,5%) — B KOXHO-BeHepuyeckue, 2 (0,5%) — B xupyp-
rnyeckme, no 1 (0,3%) — B remartofiorMyeckoe M OHKO-
nornyeckoe otaeneHus. bonee 4yem MNonoBuWHE MNaLMEHTOB
(250; 65,1%) nocTaBneHbl AMarHo3bl MHOGEKLMOHHbBIX 3a60-
NeBaHUM (MHEBMOHMS, peunauMBupylowas repneTmyeckas
MHOEKLNSA, BPOHXUT, 060CTPEHME TOH3UNUTA, CENCUC U Ap.),
30 (7,8%) — peakTnBHbIN apTpuT, 25 (6,5%) — atonnyeckumn
OepmMaTUT Unn ocTpas KpanueBHuua, 15 (3,9%) — reibMuHT-
Has mHBasug, 15 (3,9%) — nuxopagKa HEACHOro reHesa,
10 (2,6%) — HeanddepumpoBaHHOe 3abosieBaHNe COeANHU-
TeNbHOW TKaHM (KonnareHo3, CMCTeMHas KpacHasi BonyaHKa),
6 (1,6%) — 6onesHb KaBacaku, a takxke no 3 (0,8%) cny-
Yyas BocnanuTenbHblX 3a60/eBaHni KULWEYHMKa, NepeioMoB
KOCTeW, NIeMKo3a, HepeBMaTn4ecKoro Kapaurta, no 2 (0,5%)

cnyyass octeomuenuTa, AO6POKA4YECTBEHHOW HEWUTPOMNEHUU,
TOKCMYECKOM Kapauonatuu, numdorpaHynematosa, Heanod-
depeHunpoBaHHOro MmokapanTa, no 1 (0,3%) cnyyato nob6po-
Ka4yeCTBEHHOW OMyXx0/aun KOCTen U MMMyHoaeduumTa.

CBOEBpPEMEHHOCTb JUAarHOCTUKU CUCTEMHOIO

IOBEHW/IbHOI0 MAMONATUYECKOrO apTpuTa

AHanus [gAuTeNnbHOCTM Mepuoaa Mexay nosiBfeHueM
nepBbIX MPU3HaAKOB 3aboneBaHWs W MOCTaHOBKOM [aua-
rHo3a cHOWMA noKasan, 4YTo NpaKTUY4ECKU Yy BcCex 60/b-
HbIX AMArHo3 Oblil YCTAHOBJIEH MO3Xe 4YeM 4vepe3 6 Heq
OT MOMeHTa aebtoTa 60ne3Hu: y 286 (74,5%) — B CPoOK OT
2 po 5 mec, y 43 (11,2%) — ot 6 go 12 mec, y 26 (6,8%) —
oT 13 po 24 mec, y 28 (7,3%) — 6o0nee 4yem 4yepes 24 mec.
CpeaHasa anutenbHOCTU 3aboneBaHus oT gebtoTta A0 nocTa-
HOBKM AMarHosa coctaBuna 2,0 = 15,5 (o1 O go 139) mec.

BbisiBNEeHbl PErMoHbl, B KOTOPbIX AnarHo3 clOUA 6bin ycTa-
HOBJIEH MO3XKe YeM Yyepe3 6 mec (Tabn. 3). Hanbonee no3aHo

Ta6nuua 3. AnnTeNbHOCTb 3a60/1€BaHNs OT NepPBbIX MPU3HAKOB A0 AaThl MOCTAHOBKM JMarHO3a CUCTEMHOMO I0BEHU/ILHOMO MAMOMNATUYECKOro
apTpuTa y NaLMeHTOB, BHECEHHbIX B PErUCTp Mo pernoHam (n = 383, AaHHble Mo 1 NaLMeHTy OTCyTCTBOBAsM)

AnutenbHocTb clOUA, a6ce. CpepHan
Peruvon ANUTENbHOCTb min-max
<5 mec 6-12 mec 13-24 mec > 24 mec clOMA, mec
Anbires Pecn. 2 - - - 1,0+1,4 0-2
AnTavCKuM Kpan 2 1 - - 4,3+3,1 1-7
ApxaHresnbcKas 0611. 1 - - - - 0-0
AcTpaxaHcKas 061. 2 - - - 1 1-1
bawkopTtocTtaH Pecn. 12 - 1 1 50+129 0-47
benropoackas 06n. 3 - - - 0,7+0,6 0-1
BpsaHckas obn. 7 - 1 1 8,4 £ 16,7 0-47
Bypatusa Pecn. 1 - - - 4 4-4
Bnagnmupckas o6n. 5 1 - - 25+34 0-8
Bonrorpaackas o6:. 11 3 - 1 4,3+6,9 0-25
Bonoroackas o6n. 2 1 1 - 55+6,6 0-13
BopoHexcKkasn 0671. 2 - - - 40+14 3-5
[arecrtaH Pecn. 3 - - - 0,3+0,6 0-1
3abaiKanbCK1i Kpan - 1 1 - 12,5+0,7 12-13
MBaHoBCKas 0611. 1 - - - 2 2-2
MpKyTcKas obn. 1 - - - 5 5-5
Ka6apanHo-bankapckas Pecn. 3 - - - 1,0+£0,7 1-2
KanuHuHrpaackas o6:. 6 - - 1 80+1,64 0-43
Kanmbikus Pecn. - - 1 - 14 14-14
Kany»ckas o6n. 3 - - - 1,3 0-0
KamuaTcKkuni Kpaw 2 - - - 1,0+1,41 0-2
KapavaeBo-YepKkecckasa Pecn. 2 - - - - 0-0
Kapenus Pecn. 1 - - - - 0-0
KemepoBcKasi 061. 3 2 - 1 12,0+ 15,9 1-43
Komu Pecn. 2 - - - - 0-0
KocTtpomckas o671. 2 - - - 0,5+0,7 0-1
KpacHogapcKkui Kpaw 12 3 1 1 89+ 23,6 0-96
KpacHospcKkuit kpaw 3 - 1 - 6,3+11,9 0-21




Ta6nuua 3. [TpogomxkeHne

AnutenbHocTb clOUA, a6c. CpepHsas
Peruon AJIMTENbHOCTb min-max
< 5 mec 6-12 mec 13-24 mec > 24 mec clOUA, mec
Kpbim Pecn. 1 1 - - 70+£7,1 2-12
KypraHckas o6n. 1 1 - - 3,0+4,2 0-6
Kypckasi 061. 2 1 - - 53+4,0 3-10
Jvneukas o6n. 2 - - - 0,5+0,7 0-1
Mapwuin 9n Pecn. 1 - - - 1 1-1
Mopposus Pecn. 1 - - - 1 1-1
MockBa . 38 3 - 28+49 0-24
MocKkoBcKas 06. 17 6 - - 3,3+4,0 0-12
MypmaHcKas 0611. 2 - - 2 20,3+ 15,4 1-29
Hukeropoackas o6:. 7 1 1 1 10,0+ 7,9 0-24
HoBocunbupckas 0611. 2 - - - 0,5+0,7 0-1
OmcKas o6n. 2 - 1 2 23,8+12,2 1-27
OpeHb6yprckas 061. 1 - - 1 16,5+ 19,1 3-21
OpnoBcKas 0671. - - - 1 72 72-72
MeH3eHcKan 06/1. - - - 1 64 64-64
MepmcKkuit Kpait 3 1 1 2 30,1 +£589 1-139
MpuMopcKu Kpan 3 - 2 - 70184 0-18
Poctosckas 0671. 1 - 1 - 10 1-1
PazaHckas o6n. 9 1 2 - 52+71 0-22
CamapcKas 06. 1 - - - 2 2-2
CaHKTt-lMNeTepbypr . 1 - - - - 0-0
CapatoBcKas 0671. 7 2 - 1 7,0+ 13,5 0-42
Caxa (AKyTua) Pecn. 5 - - - 16+1,3 0-3
CaxanvHckas o6. 1 - - - 3 3-3
CBepanoBcKas o6n. 3 1 2 2 26,1+ 32,1 0-91
CeBepHas Ocetusi — AnaHus Pecn. 5 - 1 1 13,7+7,4 1-19
CmorneHcKas 06i1. 4 - 1 - 3,4+6,0 0-14
CTaBpOnoONbCKKUM Kpan 7 - 2 - 54+71 0-21
Tam6oBCKas 0671. 3 - - 1 83+113 1-25
TaTapctaH Pecn. 1 - 1 1 18,0 + 16,1 5 - 36
Tomckas 061. 1 - - - 1 1-1
Tynbckas o6n. 4 - - 1 8,2+ 15,6 0-36
TeiBa Pecn. 1 - - - 1 1-1
TiomeHcKas 061. 8 - - 1 12,8 + 35,6 0-102
YomypTckas Pecn. 4 1 - 1 7,3+3,6 0-9
YnbAHOBCKas 061. 6 1 1 1 7,6 +10,7 0-33
Xab6apoBCKUi Kpak 2 - - - 40+14 3-5
Xakxacua Pecn. 1 - - - - 2-2
XaHTbl-MaHcuiickuin AO — tOrpa 2 - - - 20+14 1-3
YenabuHcKas o61. 8 1 - 2 7,4+11,8 0-31
YeyeHcKkana Pecn. 2 1 - - 50+6,1 1-12
YyBauwckasa Pecn. 2 1 - - 4,7+31 2-8
fAAmano-Hereukunit AO 1 - - - 1 1-1
flpocnaBcKas 06n. 1 - - - 2 2-2
HeT JaHHbIX 18 4 - - 21+31 0-11
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ycTaHaBAnBancs guarHo3 B NlepMCKOM Kpae — B CpeaHeM
yepes 30,1 £ 58,9 (ot 1 go 139) mec, B CBepanoBCKON —
yepes 26,1 + 32,1 (0-191) mec, B OpnoBcKOM —
yepe3 72 Mec (1 601bHOKW), B TiOMEHCKOM — 4epes
12,8 = 35,6 (0-102) mec, B MypmaHcKon 061. — 4yepes
20,3 = 15,4 (1-29) mec, B KpacHogapCcKoM Kpae —
yepes 8,9 + 23,6 (0—-96) mec. [JocTtaTo4yHO 6bLICTPO Auar-
Ho3 clOMA ycTaHaBnMBanu B ApxaHrefnbCKow 06i., pecnyo6-
nmkax Komu u Kapenus, B Jlnneukon, benropoackow,
HoBocubupckon o6n.— yepes 0,5 £ 0,7 (0-1) mec,
B Pecnybnuke [arectaH — 4yepe3 0,3 £ 0,6 (0-1) mec,
pecnybnukax Aabires, KabapauHo-bankapusa, Mapun 3n,
Mopgaosust — yeped 1 mec (No 1 6071bHOMY B KaxKaom).
AHanus OAMTeNbHOCTU Nepuoaa Mexay nosiBaeHvem nep-
BbIX NMPU3HaKOB 3a60feBaHUs 1 rocnuTann3aumen B cneum-
anu3npoBaHHbIM cTaunoHap PHL, nokaszan, yto y 157,/382
(41,1%) 60nbHbIX 3TOT Nepuoa coctaBun ot 2 go 5 mec,
y 61 (16,0%) — o1 6 go 12 mec, y 51 (13,4%) — o1 13 po

24 mec; 113 (29,6%) 6binv rocnuTann3mpoBaHbl 60iee 4em
yepes 24 mec. CpegHasa AnUTENbHOCTb 3aboneBaHus OT
nebioTa Ao rocnutanuaaunu B cneuuanbHoe otaeneHme OHLL
coctaBuna 8,0 £ 29,3 (o1 0 go 146) mec.

YCTaHOBNEHbI PErnoHbl, B KOTOPbIX Haubosiee no3gHo
HanpaBnsanu aeten B PHLL. 310 XabapoBCKUit Kpat — B cpefl-
HeM 4yepes 74,5 £ 65,8 (o1 28 go 121) mec, CBepanoBcKas
n Opnosckasa 06n. — 4epe3 54,3 = 58,2 (5-146) u
72 £ 0 (72-72) mec, TiomeHcKas U MypmaHcKasa 061.—
yepes 16,8 + 35,8 (0-104) n 41,3 £ 18,8 (28-61) wmec,
KypraHckas u MBaHoBcKas 06n. — 4yepe3 59,5 = 38,9
(32-87) n 66 £ 0 (66-66) mMec, pecnybnuku bypsaTus
n Agbires — yepes 61 £ 0 (61-61) n 65,0 £ 8,5 (59-71)
MeC, COOTBETCTBEHHO. [locTaToyHO 6bicTpo B PHL, rocnu-
Tanu3aupoBanun geten n3a benropoackon (0,7 £ 0,58 mec),
Kany»kckon n Tomckon o61. (4epe3 1 mec), u3 CamapcKom
061. n Pecnybnuku KabapamHo-bankapusa (4epe3 2,0 = 1,4,
oT 2 80 4 mec; 1abn. 4).

Ta6auua 4. [iMTensHOCTL 3a60/1EBaHNUS OT NMEPBbLIX MPU3HAKOB 10 06palleHWs B CreLmanM3npoBaHHOE PEBMATOIONMYECKOE OTAENEHNE
deaepanbHbIXx HayYHbIX LEHTPOB Y NaLMEHTOB, BHECEHHBIX B PETUCTP MO pervoHam (n = 382, no 2 nauueHTam faHHble OTCYTCBYIOT)

AnutenbHocTb clOUA, a6c. CpepHas
PervoH AJIUTENIbHOCTb min-max
< 5 mec 6-12 mec 13-24 mec > 24 mec clOMA, mec

Anbirest Pecn. - - - 2 65,0+8,5 59-71
AnTaWcKui Kpan - - - 3 51,3+11,7 38-60
ApxaHrenbckas 06:. - 1 - - 6 6-6

AcTpaxaHckas o6n. - 1 1 - 95+£5,0 6-13
BawkopTocTtaH Pecn. 2 1 4 7 40,8 £42,9 1-123
Benropoackas 06n. 3 - - - 0,7+0,6 0-1

BpsHckas o6n. 5 2 1 1 9,6 £ 15,92 1-47
Bypatusa Pecn. - - - 1 61 61-61
Bnagnmupckas o6n. 4 1 - 1 24,7 + 56,5 1-130
Bonrorpaackas o61. 7 3 - 5 20,8 + 29,3 0-81
Bonoroackas 06n. 1 2 1 - 11,8 + 8,2 2-22
BopoHexcKas 061. - 2 - - 9,0+4,2 6-12
[arectaH Pecn. - - 1 2 39,0 + 23,3 18-64
3abanKanbCK1iM Kpan - - - 2 48,5 + 26,2 30-67
MBaHoBCKas 0671. - - - 1 66 66-66
MpKyTCcKas 06. - - - 1 36 36-36
Kab6apaunHo-bankapckas Pecn. 3 - - - 20+1,4 2-4

KanuHuHrpaackas o6n. 5 - 1 1 10,7+9,4 0-23
Kanmbikna Pecn. - - 1 - 14 14-14
Kany»kckas 06n. 2 - - - 1 1-1

KamuaTckuin Kpan - 2 - - 90+14 8-10
KapavaeBo-YepKecckasa Pecn. - 1 1 - 17,0+ 9,9 10-24
Kapenusa Pecn. - - 1 - 19 19-19
KemepoBcKasi 061. 2 1 1 2 26,7 + 30,4 3-81
Komu Pecn. 1 - - 1 30 60-60
KoctpomcKas 061. 1 - - 1 47,5+ 65,8 1-94
KpacHogapcKkui Kpan 5 5 4 3 24,8 + 35,1 2-112
KpacHospcKuit kpaw 2 - - 2 21,5+24,0 3-51




Ta6nuua 4. [TpogomxkeHne

AnutenbHocTb clOUA, a6ce. CpepHas
Peruon AJINTENbHOCTb min-max
< 5 mec 6-12 mec 13-24 mec > 24 mec clOUA, mec

Kpbim Pecn. - - - 2 59,5 + 38,9 32-87
KypraHckas o6n. - 1 - 1 62,5+ 75,7 9-116
Kypckas 061. 1 1 - 1 29,3+ 37,1 5-72
Nuneukas o6n. 1 1 - - 50+14 4-6
Mapwit 3n Pecn. - - - 1 83 83-83
Mopposus Pecn. - - 1 - 14 14-14
MockBa . 31 7 4 4 8,9+20,0 0-86
MocKkoBcKas 0671. 16 4 2 1 6,3+15,5 0-64
MypmaHcKas 061. - - - 4 41,3+18,8 28-61
Hueropoackas o6:. 2 1 2 5 23,3+ 13,5 1-38
HoBocunbupckas 0611. 1 1 - - 55+21 4-7
OmcKas o6n. - 1 - 4 48,6 £ 39,1 11-100
OpeHb6yprckas 061. - - 2 - 18,5 20-20
OpnoBcKas 0671. - - - 1 72 72-72
MeH3eHcKan 06/1. - - - 1 64 64-64
MepmcKkuit Kpait 1 - 1 4 57,3+51,6 16-139
MpuMopcKu Kpan 2 2 1 16,4 +£ 10,9 6-34
Poctosckas 0611. 1 - 1 - 10 16-16
Pa3aHckas o6n. 8 - 2 2 9,3+13,0 1-35
CamapcKas 061. 1 - - - 2 2-2
CaHKT-MNeTepbypr . - - 1 - 16 16-16
CapatoBcKas 0671. 3 2 - 5 32,4 + 33,7 2-98
Caxa (AKyTua) Pecn. 3 1 - 1 16,0 £ 25,2 3-61
CaxanvHckas o6. 1 - - - 3 3-3
CBepanoBcKas o6n. 1 1 2 4 54,3 + 58,2 5-146
CeBepHas Ocetusi — AnaHus Pecn. 3 2 1 1 18,6 + 35,0 3-85
CmorneHcKas 06i1. 3 1 1 - 54+51 2-14
CTaBpoOnofbCKUM Kpaw 1 1 2 5 30,9+229 2-66
Tam6oBCKas 0671. 1 1 - 2 15,0 + 11,6 4-25
TaTapctaH Pecn. - - - 3 41,7 + 14,4 31-58
Tomckas 061. 1 - - - 1 1-1
Tynbckas o6n. 5 - - 1 7,2+16,0 0-37
TeiBa Pecn. - - 1 - 15 15-15
TiomeHcKas 061. 7 - - 2 16,8 + 36,8 0-104
YomypTckasa Pecn. - - 2 4 31,7+14,1 15-49
YnbAHOBCKas 0611. 3 2 3 15,0+ 13,9 1-37
Xab6apoBCKUI KpaW - - - 2 74,5 + 65,8 28-121
Xakxacua Pecn. - - - 1 42 42-42
XaHTbl-MaHcuickuin AO — tOrpa 1 1 - - 6,5+5,0 3-10
YensabuHcKas o61. - 1 4 6 37,1+£20,2 8-77
YeyeHcKkasna Pecn. 1 - 1 22,0+ 23,8 4-49
YyBauwckasa Pecn. - 1 - 2 73,3+59,3 7-121
fAAmano-Hereukunin AO 1 - - - 2 2-2
flpocnaBcKas 06n. - - 1 - 17 17-17
HeT aaHHbIX 16 4 - 2 8,2+ 20,3 0-86
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AHanns gnnTenbHOCTM Nepuoaa ot BepnuduKkaumm guar-
HO3a A0 rocnuTanuM3auuMyM B chneuuanu3MpoBaHHOE peB-
mMartonornyeckoe otgeneHne PHL, nokaszan (AaHHble ans
331 nauwueHTa), 4to 189 (57,1%) 60NbHbIX OblIN FOCMNU-
Tan3npoBaHbl B cpoK oT 2 ao 5 mec, 30 (9,1%) — vepes
6-12 mec, 31 (9,3%) — vepe3 13-24 mec, 81 (24,5%) —
6onee yem yepes 24 mec (tTabn. 5). CpegHas npoaos-
WUTENbHOCTb Mepuoda Mexay YCTaHOBNEeHMEeM AnarHosa
M rocnuTanuM3aumen B crneymannMampoBaHHbln peBMaToso-
rmyeckunn ctaumoHap ®HL, coctaBuna 3,0 + 28,0 (ot O go
138) mec; 50 (15,1%) nauneHToB OblK rocnUTannU3npo-
BaHbl B PHL 6e3 gMarHo3a. MarHo3 3TuM 60/bHbIM Gbl
YyCT@HOBJIEH B CNeunann3MpoBaHHOM PEBMATO/IOMMYECKOM
otaenexHnun OHL.

Mo peaynbTaTtaM aHanu3a BbISBNEHbI PErMoHbl, KOTO-
pble B MWHUMasbHble CPOKWM Cpa3y Mocne yCcTaHOBAEHMUS
onarHo3a clOVA HanpaBnaioT geten B cneuuanmManpoBaH-
HbIV peBMartoniornyeckuin craumnoHap PHL: benropoackas,

TomcKas, Kanyxckas 06:. (cpagy), Pecny6nunka KabapauHo-
bankapua — 4yepes 1,5 = 2,1 (ot O go 3) mec. Hanbonee
nosaHo (6onee yem 4yepes 24 Mec) B creLnann3npoBaHHbie
OTAENIEHUS TOCNUTaNM3MpoBanuM aeTen n3 XabapoBCKOro
Kpasgs — 4epe3 70,5 = 67,2 (23-118) mec, YyBalicKkomn
pecnyb6anMkn — 4epes 68,7 + 58,0 (3-113) mec, Pec-
nyé6nnmkn Agbires n MBaHoBcKon 06/1.— Yepe3 64,0 £ 7,1
(59-69) mec, KypraHckon o6n. u Pecny6nuku Komu —
yepes 59 £ 79,2 (3-115) mec, Pecnybnaunku bypsatua —
yepes 57 £ 0 (57-57) mec (1 601bHON).

OBCYXAEHME

ClOMA — peakun, TSXenblh BapuaHT HOBEHWIbHOTO
aptputa [10, 11]. Cowo3om negmatpoB Poccun n rpynnom
KomMnaHun «AcToH KoOHcanTuHr» 6blna pa3paboTaHa afek-
TPpOHHas 6a3a AaHHbIX «O6LEPOCCUNCKUI perncTp aetemn
¢ clOMNA», KoTopasi No3BonnAa HavyaTb UCcneaoBaHME OCO-
OEHHOCTEN TeYeHus, NIeKapCTBEHHOW Tepanuu CUCTEMHO-

Ta6nuua 5. [1nntenbHOCTb 3a60/1eBaHNS OT MOMEHTa NOCTaHOBKM AMarHo3a CUCTEMHOIMO IOBEHWIBHOMO MAMONATUYECKOro apTpuTa
[10 rocnuTan1saummn B cneunann3npoBaHHoe oTaeNeHne Yy NaLMeHTOB, BHECEHHbIX B PerucTp no pernoHam (n = 331)

AnutenbHocTb clOUA, a6c. CpepHsas
Peruoun ANNTENbHOCTb min-max
<5 mec 6-12 mec 13-24 mec > 24 mec clOUA, mec

Anbirest Pecn. - - - 2 64,0+7,1 59-69
AnTalcKuit Kpan - - - 3 47,0+ 14,4 31-59
ApxaHresnbcKas 0611. 1 - - - 5 5-5

AcTpaxaHcKas o6/. 1 1 - - 8057 4-12
balwKkopTocTaH Pecn. 4 - 3 6 38,2+44.4 0-121
Benropoackas o6n. 3 - - - - 0-0

BpsiHcKkas 061. 7 - - - 1,3+1,7 0-4

Bypatusa Pecn. - - - 1 57 57-57
BnagnmupcKkas o6n. 4 - - 1 26,4 + 55,7 1-126
Bonrorpaackas o671. 7 2 1 3 18,8 + 29,1 0-81
Bonoroackas o6. 2 2 - - 6,0+4,.8 1-11
BopoHexcKasn 0671. 1 1 - - 50+5,7 1-9

[arecrtaH Pecn. - - 1 2 38,7 £ 23,7 17-64
3abanKanbCK1i Kpan - - 1 1 36,0 £ 26,9 17-55
MBaHoBCcKas 061. - - - 1 64 64-64
MpKyTcKas obn. - - - 1 31 31-31
Kab6apanHo-bankapckas Pecn. 2 - - - 1,5+21 0-3

KanuHuHrpaackas o6n. 4 - 1 - 40+89 0-20
Kanmbikua Pecn. 1 - - - - 0-0

Kany»kckas o6n. 1 - - - 1 1-1

KamuaTcKkuni Kpaw - 2 - - 80x28 6-10
KapavaeBo-YepKkecckasa Pecn. - 1 1 - 16,5+ 10,6 9-24
Kapenus Pecn. - - 1 - 18 18-18
KemepoBckas o0611. 3 2 - 1 14,3+ 27,1 0-69
Komu Pecn. - - - 1 59 59-59
KocTtpomckas o671. 1 - - 1 47,0 £ 66,5 0-94
KpacHogapcKkui Kpaw 10 2 2 2 16,6 £ 31,2 0-112
KpacHospcKkuit Kpaw 1 - - 2 20,0+ 15,6 2-30




Ta6nuua 5. [TpogomxeHne

AnutenbHocTb clOUA, aGce. CpepHsas
Peruon AJNIUTENIbHOCTb min-max
< 5 mec 6-12 mec 13-24 mec > 24 mec clOUA, mec

Kpbim Pecn. - - 1 1 52,0 £45,3 20-84

KypraHckas o6n. 1 - - 1 59,0+ 79,2 3-115

Kypckasi 061. 2 - - 1 24,0+ 39,0 1-69

Nnneukas o6n. 2 - - - 45+0,7 4-5

Mapwit 3n Pecn. - - - 1 82 82-82

Mopposus Pecn. - 1 - - 12 12-12

Mocksa . 28 1 2 4 8,1+18,:8 0-71

MocKkoBcKas 06. 14 1 - 1 4,1+135 0-54

MypmaHcKas 061. 1 - - 2 28,0 £ 28,5 0-57
Hueropoackas o6:. 2 2 2 3 148 + 11,2 1-31
HoBocunbupckas 0611. 1 1 - - 40+28 2-6

OmcKas o6n. - 2 - 2 34,5+30,1 10-73
OpeHb6yprckas 061. - - 1 - 17 17-17

OpnoBcKas 0671. 1 - - - - 0-0

MeH3eHcKas 06/1. 1 - - - - 0-0

MepmcKkuit Kpait 2 1 - 2 33,6 +428 0-102 et
MpuMopcKu Kpan 2 2 - 1 9,0+ 13,7 0-33 ©
PocToBCcKas 061, - - 1 - 15 15-15 z
Pa3aHckas o6n. 6 2 - 1 5,7+10,9 0-34 g
CamapcKas 061. 1 - - - - 0-0 5
CaHKTt-lNeTepbypr . - - 1 - 16 16-16 §
CapatoBcKas 0671. 5 - - 4 28,1 + 35,3 0-98 8
Caxa (AKytus) Pecn. 4 - - 1 14,2 + 26,2 0-61 §
CaxanvHckas o6. 1 - - - - 0-0 E
CBeppanoBcKas o6n. 4 - 1 2 35,1 +54,2 0-138 EJ:
CeBepHas Ocetusi — AnaHus Pecn. 4 - - 1 17,4 + 37,3 0-84 ’g
CmoneHcKas 06i1. 5 - - - 1,4+2.2 0-5 E
CTaBpOnoONbCKUM Kpan 2 - 1 5 28,4 £ 20,9 2-64 E
Tam60BCKas 0611, 3 - 1 - 63+11,2 0-23 %
TaTtapctaH Pecn. 1 - - 2 23,7+ 22,6 0-45 ;
Tomckas o61. 1 - - - - 0-0 §
Tynbckas o6n. 5 - - - - 0-0 §
TeiBa Pecn. - - 1 - 14 14-14

TiomeHcKas 061. 7 - - 1 43+116 0-33

YomypTckasa Pecn. - 1 - 4 30,0+ 12,7 10-42
YnbAHOBCKas 061. 7 - 1 1 6,9+11,3 0-29
Xab6apoBCKUI KpaW - - 1 1 70,5+ 67,2 23-118

Xakxacua Pecn. - - 1 40 40-40
XaHTbl-MaHcuiickuin AO — tOrpa 1 1 - - 40+5,7 0-8

YenabuHcKas o61. - 1 5 5 29,6 +15,8 8-54

YeyeHcKkaa Pecn. 1 1 - 1 17,0 £ 18,0 2-37

YyBauwckasa Pecn. 1 - - 2 68,7 £ 58,0 3-113
fAAmano-Hereukunit AO 1 - - - 1 1-1

flpocnaBcKas 06n. - - 1 - 15 15-15

HeT aaHHbIX 19 - - 2 6,2+19,1 0-80
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ro aptputa B Poccuiickon depepauumn, a TaKxe oKasa-
HUS MEOWLMHCKOM MOMOLWM AETAM C 3TUM 3abofieBaHMEM.
B nccnepoBaHum npuHanu ydactve 11 Bpaden na GHL.

Ha nepBom 3Tane uccnegoBaHusa mM3ydanu gemorpadu-
YECKYI0, KIMHUYECKYIO XapaKTEPUCTUKY AETEW, CPOKK BepU-
duKaLuMM anarHosa u rocnutanMsaumy nauMeHToB B cre-
LMann3npoBaHHble peBmaToniornyeckue otaenenma OHL.
AHanuM3 nokasan, 4YTo Oonbluas 4YacTb AeTer MNPOXKMBAET
B UeHTpanbHom (40,8%) v MpuBomxckoMm (17,7%) denepanb-
HbIX OKpyrax. COOTHOLWEHWEe AeBOYEK M ManbynKkosB ¢ ctOMA
coctaBuno 1,25:1, 4To ewe pa3 CBWUOETENbCTBYET O TOM,
4yTO AeTn 060ero nosna ¢ OAMHaAKOBOM YacTOTON 60MEel0T 3TUM
BapMaHTOM OBEHWNLHOIO apTpuTa B OTIMYME OT BapuaHTOB
6e3 CUCTEMHbIX NPOABAEHUIA (OIUFO- U MONNAPTPUT), KOTO-
pbiMK Yale 60nelT AEBOYKM, MW IHTE3UTHOrO apTpuTa,
KOTOpPbIM Yalle 6onetoT Mmanbymkm [1, 11].

AHanu3 Bo3pacTa aebioTa 3abosieBaHMA MoKasas, 4To
Hanbonee 4yacto clOMA mMaHudecTMpoBan B paHHEM BO3-
pacte, 73% peten 3abonenu B BO3pacte A0 5 neT, U3 HUX
25% — B Bo3pacTe Ao 2 net. Cambli paHHUI AebtoT 3a60-
fieBaHua npuiencs Ha Bo3pacTt 3 Mec. 3Ha4YuMTeNbHO pexe
B Poccuitckon ®enepaunn 60netoT AETU B BO3PACTHbIX Ipyn-
nax ot 6 go 10 net (18,4%) 1 coBceM pelko — B Bo3pacTe
ctapwe 10 net (7,4%). Cambln no3aHuK gebtot ctOUA npu-
wencsa Ha Bo3pact 15 net 10 mec.

o pgaHHbIM perncTpa HacneAcTBEHHOW arperaumm Bbis-
BWUTb He yaanocb, Nub y 9,1% aeten poacTBEHHUKK 1-M n
2- IMHUK POACTBA CTpajaiv peBMaTuiecKMmm 60/1e3HAMM.
Mo nuTepaTtypHbiM AaHHbIM [8, 10, 11], y nauneHTos ¢ ctOMA
ceMelrHas arperaums TakKe He NPocneXnBaeTcs B OTInyne
OT JEeTEN C 3HTE3UTHbIM apTpuTom [1, 11].

M3y4yeHne BO3MOXKHbIX TPUITEPHbBIX PaAKTOPOB Pa3BUTUSA
clOMA nokasano, 4to y 1/3 geten nNpocnexuBaloT nps-
Mylo cBfA3b Aebtota ctOMA ¢ nepeHeceHHOW WHEKUMEN,
YTO KOCBEHHO MOATBEPKAAET TEOPUIO ayTOBOCMANNUTENBHOIO
MexaHM3Ma pas3BuTUa 3aboneBaHus, NPU KOTOPOM Tpurre-
pPOM aKTMBaUuMWM MaKpodaroB SBASETCA NMNONoanMcaxapua
MWKPOBHOIro npoucxoxaeHus [13, 14].

AHaNM3 KIMHUYECKOM KapTWHbl 3abonieBaHWs MoKasan,
4yTO B fe6loTe NiMxopagKa oTMevanacb y BCeX MalMeHTOoB,
TUNUYHASA NATHUCTas CbiNnb — Yy 1/2, yBENMYEHUE MNeYeHu
n/unun ceneseHkn — y 40%, ceposnt — y 14,5% naumeHToB.
Y 40% 6onbHbix ae6ioT ctOMA 6bl1 04EHb arpeccMBHbIM,
Yy HUX OTMeYanocb A0 4—5 CUCTEMHbIX NPOSBAEHUNA, U 3TO
Oblnn getn B Bo3pacTte Ao 5 net. OpraHoMeranuio y poccum-
CKOW nonynaumn geten GpUKCMpoBanu valle, Yem y geten
apyrux nonynaumn [2, 15, 16]. AKTUBHbIKN apTpuUT B AebloTe
3aboneBaHns pa3BUiCSA Yy NOMNOBUHbI NauneHToB ¢ clOUA,
y OCTaNbHbIX 60NbHbIX OTMEYEHbI apTpanrnu, a apTpuT pas-
BUACS B 60siee NO3AHUE CPOKM, YTO OTparkaeT oblme oco-
6eHHocTU TedeHns ctOMA [10, 16, 17]. NUHTepecHo, ytoy 11%
60/IbHbIX CUCTEMHbIN apTpUT AebTUPOBaN C CycTaBHOMo
CMHAPOMA, a BHECYCTaBHble MPOSBAEHUS NMPUCOEANHWUIUCH
B TeyeHne 3—-6 mec [18-20].

NUCTOYHUK ®PUHAHCUPOBAHUA

AHann3 0co6eHHOCTEN OKa3aHUA MeaULMHCKON NOMOLLM
0ETAM, BK/TIOYEHHbBIM B PErncTp nocne gebrota 3aboneBaHus,
nokasas, 4To Ha npueme y neguatpa HU y o4HOro 601bHOMo
He 6bln 3anogo3peH ctOMNA, HM OAMH NauUMEHT He Gbln cpasy
YK€ MPOKOHCYNbTMPOBaH peBMaTosorom. B cneumanuaunpo-
BaHHOe peBMaTo/slorMyeckoe oTaeneHue 6blnv rocnutanu-
31MpoBaHbl N1ub 1,8%, B KApAMONOrM4eCcKne oTaeneHuss —
13% peten; 85,2% nauMeHToB OblIINM FOCMUTANM3UPOBAHDI
B neauatpuyeckue, MHOEKLMOHHbIE U Apyrne Henpodwib-
Hble OTAENEHMS, HE CneLnannanpytoWwmecs Ha AnarHocTnke
W NIe4EHUN peBMaTUYECKNX 6ONE3HEN Y AEeTEN.

HecMoTps Ha KNaCcCUYECKyld KIMHUYECKYID KapTUHY,
y nogasnsiowero 60nbWKMHCTBA NauneHToB agvarHos ctOMA
ycTaHaBAuBanu nos3gHo. Y 99,7% nauMeHToB AnarHo3 6bia
YCTaHOBJ/IEH NO3Xe 4YeM 4yepeld 6 Hep oT aebiota 3abonesa-
HUA. B nyqywem cnyvyae gnarHos 6bin BepUPULMPOBaAH B CPOK
oT 2 ao 5 mec (y 76,6% nauMeHToB), y oCTalbHbIX AeTeEN —
6onee yem 4yepes 6 Mec. bonbWKMHCTBY NauneHToB (> 65%)
CTaBWAM AMarHo3 MHOEKUMOHHOro 3aboneBaHusa u apyrue
pa3Hoo6pasHble AMarHo3bl.

[ocnuTannsauma geten B crieuuannM3anpoBaHHblie peBma-
Tonornyeckue otaenenHma ®HL Takxke nposBoannach No3aHo
KaK OT MOMeHTa fAebtoTa 3ab0o/ieBaHus, Tak U OT MOMEHTa
NOCTAaHOBKM AMarHo3a. Y 60nblunHCTBa 60/bHbIX (41,1%) aTOT
nepuog coctaBun ot 2 oo 5 mec, y 16% — ot 6 go 12 mec,
y 13,3% — ot 13 go 24 mec, a 1/3 naumeHToB 6b1n rocnu-
TanuM3npoBaHbl 6onee 4yem yepes 24 mec. Hanbonee no3aa-
HWUM CPOK rocnutanusaummn coctaBun 149 mec. lNonoBuHa
nauMeHTOB C YCTaHOBNEHHbIM AuarHo3om ctOMA B PHL
6blna rocnuTann3nMpoBaHa OTHOCUTENbHO pPaHO — B CPOK
oT 2 go 5 mec, NosIoBUHa AeTen — 6onee Yem yepes 6 Mec,
a 1/4 naumeHTOB — 6onee 4em 4yepes 24 mec. Cambin
NO34HWK CPOK rocnutanusaumm coctasun 138 mec — yepes
11,5 net ot pge6iota ctOMA. 50 nauyueHtoB (15%) 6blau
HanpasneHbl B PHL| 6e3 ycTaHOBNEHHOr0 AMarHo3a, rae 6bin
BepudunumposaH ctOMA.

OrpaHU4eHuUsa UcciefoBaHuUA

B KayecTBe OCHOBHOIO OrpaHW4YeHns CTOUT yKaldaTb TOT
daKT, YTo AaHHble 6bliM nonyyeHbl U3 PHLU, u B gaHHoe
uccneaoBaHMe He BOLWAWM NauMeHTbl, Habntogaemble TONbKO
B MEAMLIMHCKMX YYPEKAEHUSAX PETMOHANBHOIO YPOBHS.

3AK/IIOYEHUE

AHanu3 paaHHbix O6LLEPOCCUNCKOrO perncrtpa Aetewn
¢ clOMA Cotoza neguatpoB Poccun nokasars, YTo B POCCUM-
CKOM MmonynsiumMyM nauueHToB AETCKOro Bo3pacTa CUCTEM-
HbI apTPUT XapaKTepPU3yeTcsa arpecCUBHbIM Ha4vanom,
[e6l0TOM B paHHEM BO3pacTe C TAKeNbIMW BHECYCTaBHbIMM
NPOSIBNEHUSMM U MO3LHUM MNPUCOEAMHEHWEM CYCTaBHOIO
cuHapoMa. BepudwuKauuio guarHosa v rocnutanusauuio
B cneuuann3MpoBaHHble PEeBMaTo/IoOrMYyecKne OTAeNeHus
denepanbHbIX LLEHTPOB B 6OMbLIMHCTBE C/lyYaeB OCYLLECT-
BNSIIOT B MO3HME CPOKM.

CnoHcop peructpa ctOMA — Komnanua «Polu», obrumanbHoe opunamdeckoe nnuo — 3A0 «Pow-MocKkBar.
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lprmeHeHUe reHHO-UHKEHEePHbIX GMOIOrMYECKMX npenapaToB y 60/1bHbIX OBEHUIbHBbIM MAMoNnaTtMiyeckum aptputom (FOUA)
03BOJISET JOOUTLCS XOPOLUMX PEe3Y/IbTaToB edeHus. OgHaKo nx apPEKTUBHOCTb y 60JIbHbIX, PEPPAKTEPHBLIX K 6a3UCHbBIM
MPOTMBOPEBMATUYECKUM npenapatam, TpebyeT AasbHenwero aHaam3a. Llenb nccnegoBaHms: u3y4ntb 3pEKTUBHOCTb
n 6e30MacHOCTb KOMOMHMPOBaHHOM Tepanuu againMymabomM ¢ METOTPEKCATOM M MOHOTeparnnn MeTOTPEeKCaToM y naymneH-
TOB ¢ OMA. MeTogabl: npoBeAEHO NPOCNEKTUBHOE (FOA0BOE) CpaBHUTE/IbHOE UCC/IEA0BaHUE C aHa/IM30M pPe3y1bTaToB Tepa-
nun geten ¢ noMapTUKYNISIPHbIM cepoHeratMBHbIM BapuaHTom tOUA, peppaKTepHbIM K 6a3MCHON MMMYHOCYNPECCHUBHOM
Tepanmu. IGPEKTMBHOCTb OLleHMBAIN 110 KpUTEPUAMM AKP,,,, M IMHAMHKe 3HaYeHUI MOKasaTeien KI1eTOYHOro U rymopalib-
HOro MMMyHUTETa. be30nacHOCTL ONPEAENSAIN M0 YUCY HEXENATENIbHbIX AB1eHUN. Pe3ynbTaTbl: KOMOUHMPOBaHHas Tepa-
s MeToTpeKcaToM ¢ agaammymabom y aetedt ¢ FOMA (n = 14) B 60/1ee KOPOTKME CPOKM, YEM MOHOTEpParus METOTPEKCATOM
(n = 17), uHAyunpoBaia pemMuccuio aptputa. Yepes 46 Hes neveHus peMuccus aptTputa u Hopmaamlauus 1abopaTopHbIX
rlokasarteJsien 3aperucTpupoBaHbl y 6 (43%) 60/1bHbIX, MOAyYaBLIMX agaimMymab ¢ MeToTpekcaTom, ny 3 (18%) aeten, nony-
yaBLlmnx meToTpekxcar (p = 0,233); HexxenatesbHble BnerHns — B 4 (29%) n 14 (82%) cayyasix (p = 0,004), cooTBETCTBEHHO.
Cepbe3HbIX HEXenaTe/bHbIX BJIEHUI 3aperncTpUpoBaHoO He 6bi10. 3aKIYeHue: Ha3HavyeHne ajgainMmymaba B KOMOMHa-
uumn ¢ metoTpeKkcaTom y aeten ¢ KOMA, peppaKTepHbiX K 6a3MCHON UMMYHOCYNPECCUBHON Teparuu, no3BoJisieT J0OUTbCS
6bICTPO pemuccumn 601e3HU C COXpaHeHneM apdeKTa y 3Ha4YNTE/IbHOI0 Yncia 60/bHbIX B TeyeHne 46 Heq Tepanuu.
KnroyeBble cnoBa: eTn, IOBEHUIbHbIN MANONATUHECKUIN apTPUT, LIMTOKUHBI, 1e4eHne, againmymat, MeTOTPEKCarT.

(Ans umtTupoBaHus: KenoLes B.A., [pe6éHkunHa J1.U., Mouceea E. 1. 3bdeKTUBHOCTL KOMOUHUPOBAHHOM Tepanuun aganu-
MyMaboM C METOTPEKCATOM M MOHOTEPanuMu METOTPEKCATOM Y MaLMEHTOB C MOMAPTUKYNSPHBIM BapUaHTOM I0BEHUIBHOMO

nanonaTuyeckoro aptputa. Borpockl coBpemeHHon neanatpun. 2015; 14 (6): 674-680. doi: 10.15690/vsp.v14i6.1475)

V.A. Keltsey, L.I. Grebyonkina, Ye.D. Moiseeva

Samara State Medical University, Samara, Russian Federation

The Efficacy of Combination Therapy by Adalimumab with
Methotrexate and of Monotherapy by Methotrexate for Children
Suffering from Polyarticular Juvenile Idiopathic Arthritis

Background: The use of genetically engineered biological agents in patients with juvenile idiopathic arthritis (JIA) allows to achieve
good results in treatment. However, their efficacy in patients refractory to basic antirheumatic drugs, requires further analysis.
Objective: To study the efficacy and safety of the combination therapy by adalimumab with methotrexate and of the monotherapy by
methotrexate in children with JIA. Methods: It was conducted a perspective (annual) comparative research with the analysis of the
results of treating children with polyarticular seronegative JIA refractory to basic immunosuppressive therapy. The efficacy was assessed
by ACR,eq; Criteria and by dynamics of values of cellular and humoral immunity indicators. Safety was determined by the number of
adverse effects. Results: The combination therapy by methotrexate with adalimumab for children with JIA (n = 14) in a shorter time
than the monotherapy by methotrexate (n = 17) induced arthritis remission. After 46 weeks of treatment, the remission of arthritis
and the normalization of laboratory findings were reported in 6 (43%) patients treated by adalimumab with methotrexate, and in
3 (18%) children — methotrexate (p = 0.233); adverse effects — in 4 (29%) and 14 (82%) cases (p = 0.004), respectively. No serious
adverse effects have been registered. Conclusion: The prescription of adalimumab in combination with methotrexate in children with
JIA, refractory to basic immunosuppressive therapy, allows to achieve rapid remission of the disease while preserving the effect in a
significant number of patients within 46 weeks of therapy.

Key words: children, juvenile idiopathic arthritis, cytokines, treatment, adalimumab, methotrexate.
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OBOCHOBAHME

FOBEHUNbHBIN nanonatnyeckun aptput (LOUMA) — Hawu-
6onee yacToe peBmMaTMyeckoe 3aboneBaHue y AeTewn, xapakK-
Tepuayloleecs NopaxeHnem CycTaBoB, a TaKKe NaTosiornemn
[PYrMx OpraHoB 1 TKaHen ¢ GOpMUPOBaAHMEM MOINOPraHHOM
HeLoCTaTOYHOCTH Pa3/IM4HON CTENEHU BblparKeHHOCTH [1—3].
Nleyenne peten ¢ FOMA npepctaBnser TPyAHOCTM B CBA3M
C TeM, 4TO MpPOTMBOpPEBMATMYECKas Tepanus 6Ga3uCHbIMM
npenapatamu He Bcerga AoctatovyHo addekTnBHa. C nosas-
NIEHNEM TEHHO-UHXEHEepPHbIX GMONOrMYECKUX MpenapaToB
pesynbraThl ieyeHns ageten ¢ FOUA ctann 3ameTHO nydlue,
yAaanocb O6MUTLCS NOBLILEHUSA Ka4eCcTBa UX KU3HU, CHU3UTb
CTerneHb MHBanuansauuu [4-6].

Yrpo3a nHBanuan3aumm 6onbHbIX FOWA onpeaenser Heob-
XOAMMOCTb Pa3paboTKM M BHEAPEHUS HOBbIX NOAXOA0B K NaTo-
reHeTUYeCKON Tepanum, OCHOBaHHbIX Ha COBPEMEHHbIX Meau-
LIMHCKUX TEXHONOrMAX M pacwmdpoBKe GyHAAMEHTaNbHbIX
MeXaHW3MOB pa3BuTUA 601e3HuM [7, 8]. B cBA3K C 3TUM M3y4e-
HWe nabopaTopHbIX MapKEPOB UMMYHOBOCMANWUTENbHOMO NPo-
Lecca, TaKMx Kak LIMTOKMHbI U UX PacTBOPUMbIE PELIENTOPSI,
NO3BOJIMNIO ONpeaeNnTb KNtoYeBYIO POJib B UMMYHOMaTOreHe3e
XPOHUYECKMX 3ab0neBaHUI YenoBeKa GaKTopa HeKpo3a ony-
xou (PHO) o [9—11]. XOpOoLLO U3BECTHO, HTO LUTOKMUH CMOCO6-
CTBYET pPa3BUTUIO XPOHUYECKOr0 BOCManeHus, AECTPYKLUM Xpsi-
a 1 KOCTK, noTepe KOCTHOM macchl [12—-14]. MNonaratot, 4To
3TO K/IDYEBOW MeanaTop BocnaneHuns. MHOro4YMcneHHble Npo-
BocnanutenbHble adpdeKTbl PHO o yKasbiBalOT Ha TO, 4YTO 3TOT
LIMTOKMH SIBASIETCS BaXKHENLLEN MULLIEHbIO 4151 GUONOrMYECKON
Tepanuun [15-17]. Bbinn paspaboTaHbl FEHHO-UHXEHEPHbIE
NleKapCcTBEHHbIE cpeacTBa — aHTaroHucTel PHO «, ero pac-
TBOPHUMOWM GOPMbI (T.€. CBOBOAHO LIMPKYINPYIOLLMX B BUONOTU-
YECKUX XMOKOCTAX MONEKYN), @ TaKKe GUKCUPOBAHHbIX Ha Kne-
TOYHbIX MembpaHax TPaHCMEMOPaHHbIX MONEKYS LUMTOKMHA.
B HacTosiLlee BpeMs Ans NaLneHToB AOCTYMNHblI MHPIMKCUMma,
aganumymab v aTaHepuenT; HeaaBHO OblIM 3aperucTpupo-
BaHbl rofiMMymab v Leptonnmdymaba naron. 3a UCKIYEHUEM
3TaHepuenTa, Bce 3T npenaparbl NpeacTaBngoT CO60M MOHO-
KnoHanbHble aHtTuTena Kk PHO a.

Afanumymab — 3TO F€HHO-MHXXEHEPHOE MOHOKJ/IOHa/b-
Hoe aHTUTEeno K ®PHO «, nmentTuaHas nocneaoBaTeNbHOCTb
KOTOpPOro uaeHTn4Ha IgG, yenosekKa. Mpenapat MOXeT npu-
MEHATbCSH KaK B KOMOWHaLMKM C METOTPEeKcaToM, TaK U B
KayecTBe MoHoTepanuu. [1na aganumymaba XxapakTepHa cra-
OUNbHOCTb apdEeKTa NpU MHOroNeTHEM MpuUMeHeHun [11].
MpenapaT 3apeructpupoBaH B CLIA n cTpaHax EBponbl
ONs Ne4YeHUss peBMaTOMAHOIO M MCOpMaTUHYECKOro aptputa
y B3pOChbIX, a Takxe ana nevyexnmsa OMA. B mupe HakonneH
CYLLLECTBEHHbIN MOMOXKUTENbHbIKN OMbIT MPUMEHEHMS MNpena-
paTa npu ne4yeHun BOCNanuTeNbHbIX PeBMaTUYECKMX 3a60-
NleBaHuK, BKIOYas pesynbraTbl pPaHAOMU3NPOBAHHbIX KITUHU-
YeCKux uccnepoBaHu [18-20]. MepBbii ONbIT NPUMEHEHUS
aganMMmymaba npu IOBEHUIBHOM apTpuTe Gbln NpeacTaBieH
B 2004 r. [14-16]. B xoae uccnegoBaHU OTMEYEH MOMOXKMK-
TeNbHbIV OTBET Ha Tepanuio, COrMacHO NeaMaTpUYeCcKUM Kpu-
TepusM AmepuKaHcKon Konnernn pesmatonoros (AKP.,,)
[20, 21], noKka3aHa BbicOKas apHEKTUBHOCTb aganMMmymaba
y OeTeNn C IOBEHWUNbHbIM apTPUTOM, pedpaKTepPHbIM K 6a3nc-
HOM NPOTMBOPEBMATHUYECKOMN Tepanuu [22, 23].

Llenbto HacTosiwero uccnegoBaHus 6ui10 U3y4nTb addek-
TUBHOCTb KOMOWHMPOBAHHOM Tepanuu agannmymabom c
METOTPEeKCaTOM WM MOHOTEpanuuM MeTOTpeKcaToM Yy AeTew,
60NbHbIX NOIMAPTUKYNSAPHBIM BapuaHTom HOUA.

METOAbI

[Ou3aiiH uccnegoBaHua

MpoBeaeHo MNPOCNeKTUBHOE CPpaBHUTENbHOE HepaHao-
MW3UPOBAHHOE UCCeaoBaHKe.

Kputepumu cootBetTcTBUA

B uccnepoBaHune BK/IOYANM MaUMEHTOB C MOAMAPTUKY-
NAPHbIM cepoHeratuBHbiM BapuaHTom HOUA. uarHos HOMA
yCcTaHaBNMBaNM Ha ocHoBaHuK KputepueB ILAR (dyp6aH,
1997; 3amoHTOH, 2001) [17, 18]. Y Bcex 60MbHbIX 6bina
3adumKcrMpoBaHa He3aGHEKTUBHOCTb NIEYEHUST METOTpeKca-
TomM B go3e 15-25 Mr/M2 NOBEPXHOCTU TeNa B Heaento
BHYTPMMbILWEYHO B TeyeHne 3 mec 1 6osiee ¢ Nporpeccmpo-
BaHMEM CYCTaBHOI0 CMHAPOMA, BbICOKMMM 1TabOpaToOpHbIMU
noKasaTensiMuM aKTMBHOCTM 6O0SIe3HKU, HapacTaHMeM OYyHK-
LIMOHaNbHOW HEeAoCTaTOYHOCTU CYCTaBOB, HEOOXOAUMOCTbIO
3bPEKTUBHOIO TEPaNEBTUYECKOro BO34ENCTBUS AN NpeaoT-
BpaLleHMS UHBaNUaM3aLmm NaumeHToB.

[ONOSHUTENBbHBIMU KPUTEPUAMU BKIIKOYEHUS B UCCNeno-
BaHuWe 6blIM HOPMalbHbI CbIBOPOTOYHbIN YPOBEHb MOYEBMU-
Hbl, KpeaTuHWHa, 6unnpybrHa, Ne4YeHOYHbIX TpaHCaMMUHa3
(ANT, ACT); oTcyTCcTBME 3HAYMMbIX O4aAroB OCTPOW M XPOHU-
YecKon MHpeKuun. Mpu Hannymm MHGEKLUU NPOBOAMIOCH
cooTBeTCTBYloLEee NeveHne. Bcem 60bHbIM Nepes Ha3Have-
HMeM aganmymaba BbiNONHEHO 06ceaoBaHNe Ha HannMune
Ty6epKynesa, BK/OYalollee Ty6epKYIMHOBbLIM TecT (peak-
umMa MaHTy) U pEeHTreHoNorMyecKkoe wuccnenoBaHue opra-
HOB IpPyAHOM KNeTKku. B cnyyae mcktoveHus Ty6epKyne3Hon
MHOEKUMM M pa3pelleHns GTuamnatpa HavyuMHanu neyeHue
aganumymatdom.

B uccnepgoBaHue He BKAOYaNUCh NauUMeHTbl ¢ 6@a3nCHOM
Tepanuen rioKOKOPTUKONAAMM.

KOHTpONbHYO rpynny COCTaBWAM AETU, NPOXOoAMBLLME
obcnegoBaHne B AETCKOM KapAMOpPeBMAaTO/IOMMYECKOM
oTtaeneHmn CamapcKoro 06,1acTHOro KIMHMYECKOro Kapamo-
JNIOFMYECKOro AucnaHcepa A9 UCKIIOYEHMS COMaTUYECKOWM
natonoruu, 6e3 ayToMMMyHHbIX 3abofeBaHui, NPOXuUBaB-
LMe B TOM e perunoHe, 4yto n getm ¢ FOUA, n conoctaBnmble
C HAMM NO BO3pPaAcCTy.

MpoAoNKUTENBbHOCTb UCC/IEA0BAHUSA

UccnepoBaHme npoBoaunock B nepmos ¢ 05.09.2013 no
06.092014 r. MNpoaoMmKUTENBHOCTb HabNOAEHUS GO0MbHbIX
¢ IOMA coctaBuna 12 mec, NOCKOJbKY OLEHWUTb AUHAMUKY
PEHTIEHONOMMYECKUX, UMMYHONIOTMYECKUX U DYHKLIMOHANb-
HbIX NMoKasaTtenen Ha GoHe 6a3nCHOM Tepanun BO3MOMKHO
TOJIbKO B TeYeHue roga [22, 23].

OueHkKka 3¢pPEeKTUBHOCTU U 6€30MNacCHOCTU Tepanuu

AddeKT Tepanum oLleHnBanum vyepe3 1, 6, 14, 30 1 46 Hepn
neyeHns. OCHOBHbIM KpuTepuem 3dPEKTUBHOCTU Jleye-
HUSE CYUTaANU AOCTUMKEHME KaK MUHUMYM 50% ynydlleHus
no Kputepuam AKP...,, 4TO 03Ha4ano MuHumMym 50% ynyud-
leHMe Mo CPaBHEHUID C UCXOAHbIM 3HAYEHUEM HE MeHee
3 13 6 nokasaTenen Npu BO3MOXKHOM yxyaweHus Ha 30%
He Gonee YeM 1 n3 6 nokasateneiil. OueHnBanu Takke 70%
yNyylleHWE MO YKa3aHHbIM KpUTepusiM. dDdEKT cuutanm
OTIMYHBIM B cnyydyae aocTmxenusa 70%, xopowunm — 50%,
yaoBnetBoputenbHbiM — 30% ynyylweHuns.

Kputepmammn pemuccum aBAsSIUCb OTCYTCTBME CYCTaBOB
C Npu3HaKamMu aKTMBHOIO BOCManeHWs, OTCYTCTBME NINXO-
pagKu, reHepanM3oBaHHOM NMMdageHonaTum, HopMasbHble

Kputepun appextnHocTv Tepanum (no AKPqq,): cHkeHne Ha 30, 50 nnn 70% 3HaveHni nokasaTens COCTOsIHUS 3A0POBbS NPY OLEHKe

nauneHTom u/vnun poautenamu no BALL, nokasatens akTMBHOCTU 60ME3HU Mpu oueHKe Bpayom no BALL, nHaeKca KayecTBa KU3HU No
onpocHuKy the Childhood Health Assessement Questionnaire (CHAQ), 4ucna cycTaBoB C aKTUBHbIM apTPUTOM, YMUCNa CyCTaBOB C Hapylle-

HUem GyHKLMK 1 CO3.
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OpuruHanbHas ctaTbf

3Ha4YeHUs CKoOpocCTK ocenaHus aputpountos (CO3) 1 cbiBO-
POTOYHOM KOHUeHTpauun C-peakTuBHoro 6enka (CPB),
OTCYTCTBME aKTUBHOCTM 60NE3HM MO 06LEN OLEHKE Bpaya
(no BM3yanbHOW aHanorosow wkKane, BALL) [6]. OtcyTcTBME
aKTUBHOCTU 60ne3HU (HeakTuBHas ¢das3a 601e3HU) KOH-
cTaTMpOBanu, ecnu nauneHT yaoBNeTBOps/a BCEM nepe-
YUCNEHHBIM KpUTepuaM. KAMHUMYECKYID pemMuccuio ycTa-
HaBNMBanAM B TOM cfydae, ecnM 60ne3Hb Haxoawnacb B
HEaKTUBHOM COCTOSIHMM B TeyeHue 6 nocnegoBaTenbHbIX
mMecsueB. PyHKUMOHANbHYIO aKTMBHOCTb MaLMEHTOB OLe-
HMBanM No dyHKUMoHanbHoMy Knaccy (PK) B cooTBETCTBUM
c KpuTtepuamu LLTenH6poKkKepa [6].
KAWMHUKO-UHCTpYMEeHTanbHas M nabopatopHas OLEeHKa
6€30MNacHOCTM M MEPEHOCMMOCTM Tepanuu BbiMOMHEHA Ha
OCHOBaHUM:
® KJIMHMYECKOro obcnenoBaHua 60MbHbIX A9 onpeaene-
HUS MPU3HAKOB MNOOOYHOro AEWCTBUSA JIEKapCTBEHHbIX
npenaparos;
® KIMHWYECKOro aHanvM3a KpPOBM, Pe3ynbraToB GUOXMMM-
4YecKOoro uccnegoBaHus Kposu (06wmn 6enok, ACT, AT,
MOYEBWHA, KpeaTUHWH, Kanun), KIMHUYECKOro aHanu3a
MOYM — KaK MUHUMYM 1 pa3/Mec Kaxablw;
e odTanbmonornyeckoro obcnegosaHng — 1 pas/3 mMec;
® PEHTreHONOMMYEeCKOro UCCNeaoBaHUsA OPraHoB rPyAHOM
KneTkn (1 pas/6 mec) Ha GoHe npuema MMMyHodenpec-
CaHTOB M LMTOCTATUKOB.

JlaGopaTopHble uccnepoBaHusa

MoOHOHYK/NeapHble KAETKU BbIAENSAU U3 TenapuHu-
3MpoBaHHON KpoBu (25 E[/Mn) nNocpeactBOM LEHTpU-
dyrupoBaHnsa B rpaguMeHTe MAOTHOCTU (UKONN-Beporpa-
duHa (p = 1,077 r/cm3) no craHmapTHOM MeToauke [6].
MaoeHTndmnKaumo nMMooumMToB M MX cybrnonynauun npo-
BOAMAWM MpPKU MOMOLM MMMYHOGDIYOPECLEHTHOIO aHanunaa.
[nqa BolaeneHns GeHoTMNa KNeTOK MCNOb30Bain MOHOKIIO-
HaNlbHble aHTUTeNna K CD-aHTUreHam NMMGOLIUTOB YenoBeKa
M MedeHHble FITC Fab-pparMeHTbl aHTUMBbIWKHbBIX MMMYHO-
rno6ynuHoB (HMN® «MepnbuoCnekrtp», Poccus). BbisBnanu
T xennepbl/vHayKkTopbl (CD4+), T-UMTOTOKCHMYECKKe /cynpec-
copHble KneTtku (CD8+), HaTypanbHble Kuanepbl (CD16+),
3penble B numoouuntbl (CD19+) 1 nnumdounTtbl, aKcnpec-
cupylowme cneunanMsaMpoBaHHbIM  peLenTop CUrHanos
K MHOYKUMM anonto3a — Fas-aHTureH (CD95+). Yuet pesynb-
TaToB MPOU3BOAWMAM C MCMNOSIb30OBAHUEM JIIOMUHECLLEHTHO-
ro MMKPOCKOMa, onpeaensss MpOLEeHT CBETALWMXCA KIETOK
13 200 noacHMUTaHHbIX.

[N OLEHKM COCTOSIHMS CUCTEMbI FyMOpaNbHOro MMMY-
HWUTETa NPUMEHSANN KOIMYECTBEHHOE onpefeNieHne UMMYHO-
rNo6yNMHOB B CbIBOPOTKE KPoBU. NccnenoBaHne OCHOBHbIX
KnaccoB MMMYHOr06ynnHoB (Ig) G u M ocyllecTBasIN METO-
[OM MpOCTOM pagunanbHOM MMMyHOAMPODY3UM B arapoBom
Tene no MaHunHM B MoandurKaummn dexea ¢ MCNoNb30BaHK-
eM MOHocMeunMdUYECKUX aHTUCLIBOPOTOK MPOTUB MMMYHO-
rno6ynunHos YenoseKa (TOO «[1poTenHOoBbIN KOHTYpP», Poccus).

LInTokunHbI B cbiBOPOTKE KpoBu (U113, 4,6, 8,10, PHO «)
W CUMHOBManNbHOW xuaxkoctn (U1 1B, 6, 17, PHO «) onpe-
LenanM MeToaoM MMMYHOPEPMEHTHOro aHanusa C MoMo-
b0 KOMMEPYECKUX TECT-HABOPOB Ans in vitro-gnarHoCTUKK

(TOO «[MpoTenHoBbLIN KOHTYpP», Poccus) cornacHo npunarae-
MbIM MHCTPYKLMSM.

MMMyHONOrnyeckMe napameTpbl ONpeaensiim MCXOAHO,
a TaKkKe 4yepes3 6 n 12 mec HabnogeHus (depes 4, 8, 12,
16 n 24 Hep npu onpeaeneHnn LMTOKMHOB B CUHOBMAbHOM
WUAKOCTH).

JTHyeckan aKcnepTusa

lMpoToKoN wccnefoBaHWs YTBEPXKAEH Ha 3acefaHuu
JlokanbHOro aTn4yeckoro Komuteta CamapcKoro 061acTHOro
KIIMHUYECKOTO KapAMONOrM4ecKoro gucnaHcepa (MpoToKon
N2 14 o1 14.05.2014 r.). [epen npoBeAEHUEM UCCEAOBaHUSA
Obl/10 NOMY4EHO NoAnNMcaHHoe MHGOPMMUPOBaAHHOE cornacue
poauTenen unmn 3aKOHHOro nNpeacraBuTens pebeHka.

CTaTuCcTUYEeCKUNA aHaNus3

CTaTUCTMYECKylo 06paboTKy pe3ynbraToB MccnefoBa-
HUS BbINOMHAAM C WCMNOAb30BaHMEM MaKeTa Mporpamm
STATISTICA v. 6.0 (StatSoft Inc., CLLUA). OnucaHne Konuye-
CTBEHHbIX AaHHbIX NMPeACTaBieHO B BUae meauaHbl (25-ro;
75-ro npoueHTunen). Pasnmyne KoNMYECTBEHHbIX MOKa3a-
Tenen mexay AByMS He3aBWCHMMbIMK rpynnamu oueHnBanm
C nomoubto Tecta MaHHa—YWUTHW, MeXAY ABYMS 3aBUCUMbI-
MU rpynnaMmuv — C NOMOLLbtO TecTa BUIKOKCOHa.

PE3YJIbTATbI

Y4yacTHUKHK uccnepoBaHua

B nccnegoBaHmne 6bin BKAOYEH 31 pebGeHOK ¢ MNonu-
apTukynspHon ¢dopmon HOUA. B cBA3K ¢ HegoCTaTO4YHbIM
dunHaHcupoBaHnem MUHUCTEPCTBOM 3ApaBOOXpaHe-
HMs Camapckon 06/. nevyeHus 60JIbHbIX AOPOroCTOSLIN-
MU npenapatamu M, B YaCTHOCTU, FEHHO-UHKEHEPHbLIMU
npenapataMmu agannMmMymat Obin Ha3HavyeH 14 60fbHbIM
IONA. XapaKTepucTUKa OeTen, noay4yaBlMX KOMOWHUPO-
BaHHYyl0 Tepanuio, BKIOYaBLWYy MeToTpeKcaT U aganumy-
Mab, M MOHOTepanuio MeToTpeKcaToM, MpefcTaB/ieHa B
Tabn. 1. Bospact geter — ot 4 go 17 net. [leBo4eK 6blf10
21, manb4ynkoB — 10. MeauaHa anutenbHocTn 3abone-
BaHua B ob6uien rpynne 6onbHbix KOMA coctaBuna 4,8
(3,8; 5,6) roga.

JAVHaMMKa KIMHU4YECKUX XapaKTEPUCTUK GONIe3HHU

Ha ¢poHe neyeHus

Apanumymatb Ha3Havyanu Ha dOHe NevYeHUs MEeTOTpek-
caToM, A03bl KOTOPOro ocTaBajiMCb HEU3MEHHbIMKU (15—
25 Mr/mM2 B Hep BHYTPUMbILEYHO) MUHUMYM B TeuYeHue
4 Hep. [leTaM ¢ NOBepxHOCTbIo Tena > 0,5 M2 aganumymat
Ha3Hayvanu B go3e 40 mr 1 pas/2 Hen. lMauumeHTam ¢
noBepXHOCTbio Tena < 0,5 M2 npenapaT BBOAWAM B [03e
20 mr 1 pas/2 Heq.

AHanus pesynbraToB flIe4eHns Nokasarn, 4To aganumymab
OKa3sblBan 6bICTPOE MONOXKUTENbHOE BIUSHWE Ha MoKa3aTte-
/TN aKTMBHOCTU CYCTaBHOIO CMHAPOMA, CYOBbEKTUBHON OLIEH-
K1 o6Llero caMo4yyBCTBUSA U aKTMBHOCTM 6one3Hn no BALL,
PYHKUMOHaNbHOM cnocobHocT no onpocHnKy CHAQ. Y Bcex
60MbHbIX HKOWA Bbipa)XeHHbIn MNPOTUBOBOCMAUTENbHbIN
addeKT Habnganu nocne 1-n MHbeKUuMn aganumymaba BHe
3aBUCMMOCTU OT ANUTENbHOCTM 60N1e3Hu (Tabn. 2).

Ta6auua 1. XapaKTepuUCTUKa NaLMEHTOB C IOBEHWU/IbHbIM MANONATUHECKUM apTPUTOM, BK/IIOYEHHbIX B UCCledOBaHUe

NMokasartenb MeToTpeKcar + aganumymas (n = 14) MeToTtpekcar (n = 17) p
[eBouyKu, abe. (%) 12 (86) 9 (53) 0,982
BoapacT, net 4,2 (4,4;6,2) 5,2(4,6;5,8) 0,390
OnutenbHoCcTb 3aboneBaHus, net 1,0 (1,0; 1,2) 1,0(1,0;1,2) 0,001




Ta6nuua 2. IntHamrKa noKasatenein aKTMBHOCTH 3a60/1eBaHNs Y 60/bHbIX IOBEHUIbHBIM MAUONATUHECKUM apTPUTOM, HaXoAMBLUMXCS
Ha NeYeHnn MEeTOTPEeKCaToM U KOMBUHaLMen MeToTpeKcaTta ¢ aganMmymabom

Mepuoa HaGnoaeHus
Moka3sarennb JleyeHune
UcxopHO 1 Hep 6 Hep 14 Hep 30 Hep, 46 Hep
MeToTpekcar 5(4;9) 4(3;8) 3(3;7) 3(3;7) 2(2;6) 2(2;6)
CyCTaBbI C aKTUBHbIM
apTpuToM, aGe. Merorpercar+ | - g (5. 1) 1(0; 2%+ 0(0;00** | 0(0;0p%* | 0(0;00%* | 0(0;0)**
apanMMmymab
MeToTpekcar 6 (5; 11) 6 (5; 11) 5 (5; 10) 4(4;9) 3(3;9) 3(3;8)
CycTaBbl C HapylleHnem
byHKUMM, aCe. Merorpecar + | = 7 . 1) 1(0; 4y 0(0;0** | 0(0;0p%* | 0(0;0)%* | 0(0;0)**
aganMmymab
MeToTpekcaT | 70 (62;90) | 65 (54;80)* | 60 (50; 76)* | 60 (51; 72)* | 57 (54; T1)* | 55 (52; 70)*
OLJ,eHKa camMo4yBCTBUA
naumenTa (no BALL), mm | METOTREKCAT + | o0 51 75y | 43 (00 68)** | 24 (11; 49)%* | 15 (0; 34)** | 0(0; 23)%* | 0 (0; 22)**
aganMMmymab
MeToTpekcar 76 (56; 68) 71 (54; 68) 68 (51; 60) 60 (47; 54)* | 59 (46; 55)* | 58 (44; 56)*
AKTUBHOCTb 60/1€3HM
(no BALL), Mm Metotpercar + | 75 (60, 87) | 37(22;54)¢ | 11(1;23)%* | 11(0;23)%* | 0(0;12)%* | 0(0; 4)*
aganMmymab

lNpumeyvarue. * p < 0,01; ** p < 0,001 — NO CpPaBHEHUIO C UCXOAHBIMW 3HAYEHUAMM MOKa3aTens.

Yucno cyctaBoB C aKTMBHbIM apTPUTOM Y MaLMEHTOB
nocne 1-ro BBefgeHUs aganumymaba coKkpaTuiocb Ha 36%;
nocne 3-v UHbEKLMM Npenapata aKTUBHbIK CYyCTaBHOW CUH-
APOM coxpaHancs nuwb y 4 6onbHbIX. HYeped 30 Hep OT Hava-
na neyveHns 6nokatopom ®HO o cycTaBbl C aKTUBHbBIM apTpu-
TOM BblISIB/IEHbI TONbKO y 2 feTen ¢ OUA.

[o Hadvana Tepanuu getu ¢ OUMA B cpaBHMBaeMbIX rpyn-
nax GblIM COMOCTaBMMbl MO YUCNYy CYCTABOB C HapyLIEHUEM
dyHKUMK. AnHamMrKa GYHKLMOHANIbHOM CNOCOBHOCTU cycTa-
BOB MPU Nle4eHUn 6ONbHbIX METOTPEKCATOM U METOTPeKca-
TOM B KOMOGWHaAUMK C afdanMMymabom Oblla pasfiMyHa: cTa-
TUCTUYECKM 3HaYMMble pa3nunung (p < 0,001) onpenensinncb
yXKe K 6-1 Hep nevyeHns (cM. Tabn. 2). Y geten, nonyvyaBLInX
TONbKO METOTpEeKcaT, 3Ha4yuUTeNbHOE YMEHbLIEHME Yucna
CyCTaBOB C HapylweHueM dyHKUMM Habnwodanu ¢ 14-i Hep
Tepanuu, Torga Kak Yy nauueHToB Ha KOMOWMHUPOBaHHOWM
TepanuMu MeToTpeKcaT + ajanMMmymab BOCCTaHOB/EHUWE
dYHKUMM B cycTaBax 3apUKCMPOBAHO YxKe nocne 1-ro BBe-
aeHuns 6nokatopa ®HO a. CnycTta 14 Hepn cycTaBOB € orpa-
HU4YeHneM GyHKLUMM He onpepensnm y 1/2 60MbHbIX, NOMy-
YaBLWKWX aganumymab ¢ METOTPEKCATOM, TOrAa KakK B rpynne
CpaBHEHMS orpaHuyYeHne GyHKUMKU B CycTaBaXx COXPaHSAIoCh
y 7 peten. Y 1/3 60nbHbIX, MONy4aBLIMX MOHOTEPAMNUIO METO-
TpeKcaToM, GyHKLMOHaNbHas CnocoOHOCTb BOCCTAaHOBMIACh
K 30-# Hep nedveHus. Yepesd 46 Hea KOMOUHMPOBAHHOWM
TepanumM MeToTpeKcatoM W ajannumMyMabom orpaHuyeHue
[ABWMXXEHUIM B cycTaBax onpeaensnocb Nvwb y 3 nauueHTos,
Nnpu e4eHnn meToTpekcaTtom — y 9 feTen.

YnyyweHve GyHKLMOHANbHON CNOCOBGHOCTU MOPaXKeHHbIX
CyCTaBOB COMPOBOXAA/IOCb MOJIOXKUTENbHBIMU U3MEHEHU-
AMW COCTOSIHUS 340POBbS (CornacHo onpocHuKy CHAQ).
Cnepyet OTMETUTb, YTO B YCNOBUSAX JIeYeHUs agannmymabom
C MeToTpeKcaTtoM y 60/bHbIX Habnoganu 6onee 6GbICTPYIO
NONOXUTENbHYIO AMHAMUKY oueHKM no CHAQ, yem y naumer-
TOB, HaXOAMBLUMXCS Ha 6Ga3MCHOM Tepanum METOTPEKCATOM.
MNocne 6-ro BBeaeHus aganvmymaba (46 Hen) MeauaHa
3Ha4veHun nHaekca CHAQ y Bcex aeTew npu nevyeHun MeTo-
TpeKkcaToM ¢ aganvmymabom cHuaunacb o O, Torga Kak
y NauMeHTOB, HaxoAMBLUMXCA Ha 6a3uCHOM Tepanuu MeTo-
TpekcaToMm, oHa cocTaBuna 0,6 6anna (p = 0,05).

[lo Hayana neyeHuns agannMmMmymabom aKTUBHOCTb 60/e3HU
Nno CyGbEeKTUBHOW OLEHKe Bpaya Oblfia Bbllle Y BCEX AeTeN
¢ paHHUM apTputom (p = 0,001). Y BCeX BONbHbIX UCXOAHbIE
3HaYeHUs CYOBbEKTMBHOW OLIEHKM O0OLLEr0 CaMO4yBCTBUS
no BALL coctaBunun > 30 6annos. Cnycta 1 Hef OT Hadvana

Nle4yeHnss aganMumMymabom BbiSiIBIEHA HE TONIbKO CTaTUCTUYe-
CKM 3HayMMas (Kak W B rpynne MoHOTepanuu MeToTpeKca-
TOM), HO M KJIMHUYECKM BblpayxKeHHas NOJoXKUTeNbHas AnHa-
MWKa MNoKasaTteNieh CyOGbeKTUBHOM OLEHKM NauuMeHTOM Wu
ero poautenem o6uero caMmo4yBCTBMS, @ TaKKe aKTUBHOCTHU
60/1€3HM NO OLIEHKEe BpayoMm (cm. Tabn. 2). B TeyeHne Bce-
ro nocneayloLwero nepuoaa HabnAEHUS Pasnnymsa Mexay
rpynnamMmu Aeter no CyGbeKTMBHbIM OLIEHKaM aKTUMBHOCTM
60/1€3HM 1 06LLErO CaMO4YyBCTBUS OCTaBaMCb 3HAYUMbIMK.
Y 60/bHbIX FOMA Ha MOHOTEpanuuM MEeTOTPEKCaTOM CYObeK-
TUBHbIE OLEHKM aKTUBHOCTM 60NIE3HM M O6LLErO0 CaMoyyB-
CcTBMS cNnabo U3MEHSAIUCH MO CPABHEHUIO C UCXOAHbLIMMU.

OueHKa 3¢pPEeKTUBHOCTH JIeHEeHUs

no Kputepuam AKP,.,

Mpn neyeHnn 6GonbHbIX FOMA TONLKO METOTpeKcaToM
yaosnetBoputenbHbln peadynbtaT (30% ynydleHue no Kpu-
Tepusam AKP...,) yepes 30 Hen OT Havana Tepanuu Obin
3adumKempoBaH y 12 u3 17 (71%), yepes 46 Heq — y 9 3 17
(53%) pneten. Xopownn addpeKT (50% ynyyweHne) Habnoaa-
my 3 (18%) n 4 (24%) 60/bHbIX, OTAUYHBIN (70% ynydle-
Hue) —y 2 (12%) n 3 (18%) netewn ¢ FOUA, COOTBETCTBEHHO.

YnoBnetBopuTenbHbiM 3QGEKT Ha GOHE NleYeHns aganu-
MyMaboM ¢ meToTpeKcatom Yyepes 30 Hep OT Havana fieyeHus
oTMeyeH y 13 13 14 (93%) 60/bHbIX, Yepe3 46 He — Yy BCeX
nponeyeHHbIx geten ¢ FONA. Xopownn adbpeKT nevyeHns aga-
NIMMYyMab0OM B COYETAHWKU C METOTPEKCATOM MNoJlydeH y 9 (64%)
1 10 (71%) 60nbHbIX, OTIUYHBIN — Y 5 (36%) 1 6 (43%) aeTen.

U3meHeHue naGopaTopHbIX XapaKTepPUCTUK

601e3HU Ha PoHe nevyeHUsa

Y 60nbHbIX KOMA 10 Havyana neyeHus B KPOBU BbISIBIEHDI
CYLLLECTBEHHO 60ofiee BbICOKME, B CPAaBHEHWUM C AETbMU KOH-
TPONbHOM rpynnbl, 3HadyeHus gonun T xenneposB (CD4+), Kne-
TOK ¢ deHoTnnom CD16+, CDO5+, a TakKe 60nee BbiCOKas
KoHUeHTpauua 1gG v IgM. ConepxaHue uuTokMHOB M1 13,
4,6, 8, 10 1 ®HO « y 605bHbIX ¢ FOWUA TaKKe 3HaYUTENBHO
npeBbllWano nokasarenun geten 6e3 OUA (tabn. 3).

Yepe3 6 mec MOHOTeEpannn METOTPEKCATOM 3HavyeHus
nokasaTesiel KaK KIEeTOYHOro, TaK U ryMopasibHOro UMMYHM-
TeTa GbI/IN HUXKE, YEM [0 Havana fievyeHus, HO No-NpexHemy
3HA4YUTENIbHO BbILLE, YEM Y IeTEN KOHTPObHOK rpynnbl. Yepes
12 Mec OT Hayana MOHOTepanuuM KIMHUYECKU 3HaAYMMOW
MONOXKUTENBHON [AMHAMWKM M3yYaeMblX UMMYHOIOrMYECKMX
napamMeTpoB He BbIIBNEHO. [1pn KOMOGMHWPOBaHHOW Tepanuu

)
~
~
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Ta6nuua 3. MNokasatenn UMMYHHOMO U LIUTOKMHOBOIO CTaTyca y NaLuMUeHTOB C I0BEHUIbHBIM MAMONATUHECKUM apTPUTOM Yepes 6 n 12 mec
OT Ha4ana uccnenoBaHua

MeToTtpekcar (n = 17) LR o
Noka3zarenm KoHTponbHas UcxoaHo P = apanumyma6 (n = 14)
rpynna (n = 30) (n=31)
Yepes 6 mec Yepes 12 mec Yepe3 6 mec Yepes 12 mec
Manb4ymku/
it 9/21 15,26 8/9 8/9 7/7 7/7
49,4 40,4 39,6 36,1 35,6
0 . ’ ’ ’ ) y
CDa+, % 351(27.1:384) | 3p5. 585k | (364;47,5)%% | (37,2 425)%* | (33,2;39,7)%%* | (31,3;39,8)***
CD8+, % 225 (18,5; 28,1) | 23,6 (17,6:28,9) | 22,9 (17,9; 28,9) | 23,4 (17,7:27,6) | 22,6 (17,6; 26,9) | 22,7 (17,8; 27,1)
CD4+/CD8+ 1,7 (0,7; 2,7) 2,3(1,6;2,9) 1,7 (0,6; 2,8) 1,7 (0,7:2,7) 1,5(0,5; 2,7) 1,5 (0,6; 2,9)
CD16+, % 141(9,2:27,1) | 14,6(9,5;27,8) | 135(8,2:28,1) | 13,9(7,6;26,5) | 12,1 (7,6;29,5)% | 11,7 (7,4: 29,8)*
49,6 37,6 36,1 31,3 30,6
() . ’ ’ ’ ’ y
CD95+, % 205(21,4:345) | 395587+ | (34,6 47,8)%* (31,1: 48,8)%* | (27,1; 46,8)%** | (24.5; 44 3)**
IgG, r/n 9.8(84:12,3) 135 125(81:24.1) | 12,4 (7,6; 23,5) 101 10,0 (7; 18,8)**
&5, S84 12, (9,5; 21,8)%* PS4 2% A0 25, (7,4; 21,8)%* DU 2,
IgM, r/n 0,9(0,4;,112) | 2.4(1,4; 4,2)% 1,8(0,6; 2,8) 1,4 (0,5; 2,7) 1,2(0,8; 2,8) 0,9 (0,6; 2,9)
_ 106,5 85,5 71,6 59,4 58,6
WILB, nr/un | 468 (39.5:58.7) | (g96: 1084« | (68,8;99,8)%* | (687;899* | (411;653)** | (48,5;86,3)%
WN 4, nr/mn | 45,5 (37,4:57,6) | 52,3 (37,4;57,6) | 47,8(34,3;56,8) | 48,9 (36,6;58,9) | 45,3 (34,1;59,8) | 44,4 (33,2; 58,7)
VN 6, nr/mn 7,5 (5,4; 9,1) 12,4 (8,2:24,1) | 11,6(7,4:21,8) | 11,3(6,1;20,8) | 14,3(9,1:22,6) | 14,6(8,8;24,7)
, 421 35,4 27,6 19,9 19,7
Mng nr/mn | 19.8(13427.1) | (34 5. 59 7)% (33,6; 56,8)* (15,7; 38,8)%* (16,3; 28,1)%* (16,1; 27,2)%*
_ 26,6 20,4 16,6 12,1 11,6
W10, nr/mn | 9.8(7,5:14.6) | (14 7. 39 5y (17,4; 29,1)* (10,8; 28,7) (6,1; 20,8)** (84: 20,9)*
_ 29,6 78.4 731 271 26,9
PHO«, nr/Mn | 43,2(35,4;58,5) | gg 6197 gy (68,7; 88,9)* (64,4: 90,2)* (17,6: 36,9)%* (16,8; 37,8)**

lpumedanune. * p < 0,05, ** p < 0,01, *** p < 0,001 — nNpu cpaBHEHUM CO 3HAYEHUSMU Y AeTEN KOHTPOSIbHOW Fpynmbl.

60nbHbIX KOWMA 3HavyeHMss MnokasaTener KIETOYHOro WMMMY-
HUTETA M KOHLEHTPaLUUU MMMYHOIrN06YINMHOB Oblnn GAN3KK
K TAKOBbIM Y [1eTel KOHTPOJIbHOW Tpynnbl Ye K 6-My Mec
nieyeHuns. YpoBHMU NpOTUBOBOCMANUTENbHbBIX LMTOKMHOB UJT 4
1 10 yepe3 6 Mec nevyeHUss HaxoanIMCb B nNpeaenax HopMmbl,
ypoBeHb PHO « 6bin BABOE HUXKE, YEM Y AETEN KOHTPOJSIbHOM
rpynnbl. TM pas3nuynsg cCoXpaHaIMch 1 Yepes 12 mec oT Hava-
na neyeHus. Cogepxkanune U1 13, 6 n 8 B CbIBOPOTKE KPOBMU
yepes 6 1 12 mec OT Havyana nedyeHuns 6bII0 HUXKE, YEM UCXO[-
Hble 3Ha4YeHUs aTUX NoKa3artenen (cm. Tabn. 3).
KoHueHTpauma npoBocnanuTenbHbiX LMTOKMHOB PHO «,
NN 1B, 6 1 17 B CMHOBUANBHOM XUAKOCTH Y 60/bHbIX ¢ KOUA
npeacraBneHa B T1abn. 4. McxoAHO ypoBeHb LIMTOKMHOB
B CMHOBMANbHOM MAKOCTM y 6GonbHbix KOMA npeBbiwan
3HaAYeHMA aHaNorM4YHbIX NoKasaTenen B CbIBOPOTKE KPOBM.
B npouecce neyeHns NnonoxuTenbHasa AMHaMnKa (CHUXEHHE)
COlEPKAHUSA LMTOKMHOB B CUHOBMANIbHOM COAEPKUMOM
oTMe4Yanacb y 60NbHbIXx 06enx rpynn. Bmecte ¢ Tem nyd-
las AMHaMMKa KOHLEHTpPaLUMK LMTOKMHOB B CUHOBWANbHOM
coepMMom 3aduKcMpoBaHa Ha GOHe fneyveHus aganu-
MyMmabom. OfHaKo gaxe K KOHLY nepuoaa HabnogeHus
(4epe3 24 Hep) KOHLEHTPaLUUS LUMTOKMHOB B CMHOBMWANIbHON
¥nUIAKocTh y 60nbHbIx KOMA ocTaBanach cylecTBeHHO 6onee
BbICOKOW B CPaBHEHWWN C TAKOBOW B CbIBOPOTKE KPOBM.

Bbe3onacHOCTb U NEPEHOCUMOCTb Tepanuu

Ha ocHoBaHMM KIMHWMYECKOro U nabopatopHoro obene-
[OBaHWA B rpynne MOHOTepanun MeToTpeKcaToM 6bino
3aduKeupoBaHo 61 HexenatefbHOe fsiBAEHWE, B rpynne
KOMOWHMPOBAHHOIO flevyeHnss — 3 cnyyvas HexenateNbHbIX
ABNEHUM (Tabn. 5). NepeHOCUMOCTb JiedeHUs aganmmymabom
B COYETaHUMM C METOTPeKCaToM B LiesioM 6bina npudHaHa

YAOBNETBOPUTENBHON. TAXKENbIX U CEPbE3HbIX HexenaTtenb-
HblX SIBMEHWMW He 3aperucTpupoBaHo. oBblIEHWE aKTUB-
HOCTM TpaHCaMuHa3 (y 3 naLMeHTOB) He COMpPOBOXKAANOCH
KIMHUYECKMMU NPOSBAEHUSAMU HapyLUEHWUI QYHKLMKW NEeYEeHM
M NpeKpallanocb B Xofe MpoAosKatowerocs npumMeHeHus
ajanumymaba (nocne KpaTKOBPEMEHHOrO YMEHbLUEeHUS
pa30BoW A03bl NpenapaTa) Ha GoHe UCNoNb30BaHUs renaTo-
NPOTEKTOPHOIO CPeAcTBa (3cceHumasnbHble docdonnnuabl)
[LeTam B Bo3pacTe 12 neT v cTaplle no 2 Kancynbl 2 pasa/cyT
Ha npoTsixkeHun 30 aHen.

OBCYXAEHME

OueHKa addEKTUBHOCTU 1 6€30MacHOCTU ANUTENbHOrO
nevyeHns nHrnémtopom ®HO o aganmbymabom y naumeHToB
¢ OMA — akTyanbHaa 3agada. B uccnepoBannn PREMIER
K KoHUy 1-ro roga nedyenusa 50% ynydweHue no KpUTEPUSM
AKP 6b110 3apeructpupoBaHo y 62% nauuMeHToB, Nnosy4yaB-
LIMX KOMOMHALMIO MeToTpeKcaTa U aganumymaba, u'y 46%
60/IbHbIX, JIEYUBLUMXCA MeToTpeKcaTom [14].

B HaweM uccnegoBaHumM NonyyYeHbl aHanornyHble pesynb-
TaTbl. [Mob6anbHasa aGPEKTUBHOCTb NO KPUTEPUSM YNydLLEHUS
AKP oun W KpUTEPUAM pemuccumn C. Wallace Gbina 3Ha4Mmo
Bblle Ha doHe nevyeHns aganMMmymaboM ¢ METOTPEKcaToMm,
4yeM TONIbKO MeToTpeKcaTom. Yepes3 1 rof ypoBeHb OoTBeTa
no kputepuam AKP..,,50 coctasun 75 n 25% B ycnosusx
NnevyeHns aganMMmymMaboMm M MeTOTpeKcaTtoMm, COOTBETCTBEH-
HO. AHanM3 ronnaHACKOro perucrTpa no MOHUTOPUHIY 60Mb-
HbIX PEBMaTOMAHbIM apTPUTOM, MOAyYaBLKUX agannmymad
(DREAM), TakXe npoAeMOHCTPMPOBan CXOXYK C HalWm
uccnegosaHveM apdeKTUMBHOCTL. Yepe3 1 roj yaoBETBO-
PUTENBHBIRN M XOPOLIMI OTBET Ha feyeHune ajannuMmymabom
no kputepmam EULAR oTmeueH y 78% nauneHTtoB [15].




Ta6nuua 4. CofepaHne LUTOKMHOB B CUHOBUAbHOM XMUAKOCTU Y NaLMUEHTOB C IOBEHUSIbHLIM MANONATUHECKUM apTPUTOM B 3aBUCUMOCTH

OT NPOBOANMMOrO Nie4eHnqa

KoHTponbHas Mepuop Ha6nopeHus (n = 17/14)
Mokasarennb Jleyenne _
rpynna (n =11) | YexopHo 4 Hep, 8 Hep 12 Hep 16 Hep 24 Hep
281,3 2252 211,4 208,3 204,6
MeToTpeKkcat (265,7; (214; (205,3; (201,3; (195,3;
46.8 4417 311,4)%% | 2438y% | 2257)k* | 2215k | 2184)k*
WUN 1, nr/mn o (422,4;
MeToToercar + (35,7; 54,4) 486,6)%* 180,3 165,9 1434 161,8 99,8
a am’; oG (165,4; (152,4; (131,7; (150,4; (91,8;
i y 217,8)%* 181,7)** 151, 5)%* 174,8)** 121,5)**
281,5 240,9 2346 2238 2219
MeToTpeKkcat (264,6; (228; (229; (215,7; (214,8;
3831 314,6)%* 264,7)%* 268,3)** 245, 7)** 245, 7)**
WN 6, nr/mn 7,5(6,1;9,2) (368,7;
MeToTpeKcar + 397,4)%* 180, 1026 1006 | 995 90,5, | 97,6 (91,3;
aganMumymab (168,3; (92,7; (93,6; 122,5)** 119,6)**
218,7)%* 124,5)** 121,9)** ' ’
MeTorbercar 34,2 (27,7; | 32,1(26,3; | 30,1(24,8; | 26,2 (21,4; | 25,9 (20,3;
®HO a P 44,5 41,6)%* 40,1)%* 40,8)** 39,9)%* 36,4)%*
' 9,6 (8,1; 11,6) (36,7;
nr/mn MeToTpeKcar + 54,6)%* 28,2(23,7; | 20,2(16,3; | 17,6 (13,5; | 15,1 (12,3; | 14,1 (11,1;
aganMmMymac 41, 1)%* 28,8)** 24, 8)** 23,6)** 22,7)%*
MeToTpeKkcaTt 71 6.9 6.7 6.4 61
YN 17 P 26 (4,1;10,5) | (3,1;10,5) | (3,0;10,4) | (3,1;9,9) (3,2;9,6)
' 4,0(2,8;8,4) .4 %
ar/mn MeToTpeKcar + (6,1;14,3) 6,1 5,6 54 42 40
aganMmMymas (4,2;11,6) | (4,0;9,6) (3,9;7,6) (3,7:6,4) (3,4;5,4)

MpumeyvaHue. * p < 0,05, ** p < 0,001 — Npu CpaBHEHUN CO 3HAYEHUAMU Y AETEN KOHTPONbHOW rPynmbl.

Ta6nuua 5. HexxenatenbHble ABNeHUs, 3adUKCUpPoBaHHbIe Ha GOHE MOHOTEPanMn METOTPEKCATOM U KOMOUHUPOBAHHOIO NPUMEHEHUS
MeToTpeKcaTa ¢ afanMmymaboM y 60/1bHbIX NOAUaPTUKYNAPHON GOPMON I0BEHWUIBHOMO MAMONATUYECKOro apTpuTa

HexenarenbHbie aBNeHUNA MeTtoTpekcar (n = 17) MerToTpeKcar + aganumymat (n = 14)
facTpanrum 11 -
[uncnencuyeckne pacctponctea 16 1
dpuTeEMaTo3Hble BbiCbINaHWs 3 -
JlerikoneHus, arpaHynounTo3 2 -
MuKporematypums 1 -
fonoBHas 60nb 3 -
[ONOBOKpYXEeHUS 4 -
Anoneuus 6 -
MoBbILEHWE aKTUBHOCTU TpaHCaMUHa3* 15
Bcero 61 4

lMpnumeyvaHme. * — 3HavyeHuss aktuBHocTH AJT, ACT, npeBbillatolme pedepeHcHble 3HaYeHns 6onee Yem Ha 25%.

Pe3ynbtaTbl caMoro 60/bWOro OTKPLITOrO MyJbTULLEHTPO-
BOro uccnegoBaHua apGeKTMBHOCTU agannmymaba B code-
TaHWKU C pasiMyHbIMU MMMYHoaenpeccaHTaMu (ReAct) 6bin
ony6nunkosaHbl B 2007 1. [16]. B nccnegosaHue 6b11u BKIO-
YyeHbl 6onee 6,5 TbIC. MALUMEHTOB C peBMaTOUAHbIM apTPUTOM,
KoTopble nonyvyanu agannmymat B gose 40 mr/Hea NOAKOXK-
HO B TeyeHue 12 Hea. K 24-i Hen neveHns y 69% nauneHToB
3apeructpuposaHo 30%, y 42% — 50%, y 18,4% — 70%
ynyduweHue no Kputepuam AKP. Mo kputepuam EULAR, y 33%
nauueHToB 6bl1 3aperucTpupoBaH xopowun, a y 83% —
YAOBNETBOPUTENbHbIV OTBET. B Hallem nccnegoBaHumn TakKe
npoBoaunnacb oueHKka adpdeEKTUBHOCTU ajanmmymaba yepes
6 Mec OT Ha4dana fieyeHus. YpoBeHb OTBETa MO KpUTEPUSM
AKP,,,30/50/70 Gbln 04eHb BbICOKMM 1 cocTaBui 93, 64 1
36%, COOTBETCTBEHHO.

AHann3 MMMYHONIOTMYECKUX MOKasaTenen y 60/bHbIX
FOMA no Havana nevyeHus NpoAEMOHCTPUPOBaAI CYLLECTBEH-

HOE MOBbILEHNE B CbIBOPOTKE KPOBM coaepraHus T nuMm-
doumntoB-xennepos (CD4+), BbicOKMK ypoBeHb CD16+,
CD95+, IgG, IgM. KoHueHTpauus uutoknHos WUJ1 183, 4, 6,
8, 10 n ®HO « 3HauYUTENBLHO NpeBbIllana nokasaTtenu ageten
KOHTposibHOW rpynnbl. Yepe3 30 Hea oT Havyana uccnegoBa-
HWS B rpynne MOHOTEPanuMnM METOTPEKCATOM 3Ha4YeHUS NoKa-
3aTtenen Kak KNeTo4Horo, Tak U ryMopasibHOro UMMyHUTETa
OblIN HUXKE MCXOAHbIX 3HAYEHWW, HO 3HAYUTENbHO BbIle,
YyeM y [OeTel KOHTPONbHOW rpynnbl. AHaNW3 nokasatenen
yepes3 46 Hep OT Ha4vana nevyeHus He NoKasan OTYETIMBOM
NONOXWUTENBHON AMHAMMKM M3yHaeMblX MMMYHONOMMYECKMX
napameTpoB. [lpn KOMOGUHMPOBAHHOW Tepanun 60/bHbIX
FOMA meToTpeKcaToM ¢ aganMmyMaboM BbisiBAeHa CTabuin-
3auUma napameTpoB KNETOYHOMO MMMYHUTETA U COAEPIKAHUS
WMMYHOI06YNINMHOB € gocTuxeHnem K 30-i Hepd Tepanuu
3Ha4YeHun, BIU3KKUX K NoKasaTensM y AeTerh KOHTPOSIbHOM
rpynnbl. Taknm o6pa3oM, KOMOMHMpPOBaHHasa Tepanus aga-
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nMMyMaboMm ¢ MeTOTpeKcaToM noKasana nydylwun pesynbtaT
Mo CpaBHEHMUIO C Ie4eHMeM TOSIbKO MeToTpeKcaTom. OgHako,
HECMOTPS Ha XOpoWKWe KAMHUYECKME pelynbTaTbl, KOHLEH-
Tpauus npoBocnanuTesbHblX LMToKnHoB U1 13, 6, 8 B Kpo-
BM OCTaBasiacb Ha BbICOKOM YPOBHE.

YyuTbiBag, 4To opraHoM-muuieHbto npn KOUA asnsaioTea
CyCTaBbl, MPEACTaBAANOCh HEOOXOANMbBIM M3YYUTb AUHAMMU-
KY KOHLEHTPauUWW LMTOKMHOB B CMHOBMANbHOWM XMAKOCTH
Ha ¢oHe npoBoaMMON Tepanuu. KoHueHTpauus npoBocC-
nanuTenbHbix LUUTOKMHOB ®PHO o, WJ1 1B, 6, 17 B CMHOBHK-
anbHOM XMAKOCTU Yy 60sbHbIX ¢ OWMA go Hadvana neyeHus
6bina yBelMYeHa W MNpeBbilana aHanornyHble nokasartenu
B CbIBOPOTKE KPOBW Y mccnegyembix 60MbHbIX. B npouecce
Nle4eHns oTMevanacb MoNoXKUTEeNbHas AMHAaMWUKa cofepKa-
HUS LUMTOKMHOB, @ UMEHHO MX CHWXXEHWE B CMHOBMWASIbHOM
COAepKMMOM. Jlydlwas AMHAMMKA KOHLEHTPaLUWMW LMTOKM-
HOB B CMHOBMANIbHOM XWMAKOCTM OTMeYanacb Mpu fleHeHuu
aganMMymMaboM MO CpaBHEHWIO C MoKasaTeNnsaMu YPOBHS
LIUTOKMHOB Yy 6OMbHbIX, NOAy4YaBLUMX B KayecTBe 6a3ncCHOM
Tepanuun meToTpeKkcar. CpaBHUTENbHbIM aHaNn3 cCoaeprKaHns
LMTOKMHOB B CMHOBMWANIbHOM XMAKOCTU B NPOLIECCE IeYEHUS

UCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB

60nbHbIX IOWMA no3Bonun caenatb BbIBOA, YTO, HECMOTPS
Ha NPOBOANMOE Nle4eHne, MoKa3aTeb OCTAETCS Ha BbICOKOM
YPOBHE, YTO MOXET CTaTb OAHUM N3 PaKTOPOB HECTAOUbHO-
CTW TepaneBTMYeCKoro apdeKTa npu nevyeHnn MeToTpeKca-
TOM U KOMGUHauuen aganmbymaba ¢ METOTPEKCATOM.

3AK/TIIOYEHUE

BbICTpoEe CHUKEHWNE KITMHMUYECKMX, TabopaToOPHbIX, UMMY-
HOJIOFMYECKMX MOKa3aTesen aKTMBHOCTU GO0NIe3HU, NosHoe
BOCCTaHOB/MIEeHNE QYHKLMM CYCTaBOB y nofgasnstowero 60b-
LWMHCTBA 60MbHbIX, XOPOLKM 3dPEeKT agannumymada y nauyu-
eHToB ¢ KOMA cBMaeTenbCTBYIOT B MN0J1b3Y LIeNecoobpa3HoCTH
€ro Ha3Ha4yeHns AEeTAM Ha paHHUX cTagusix 601e3HU B Chy-
yae HeapPEeKTUBHOCTM METOTpeKcaTa B TeyeHne 1-3 mec
neyenus. Aganumymab aBnsietcs 6esonacHbiM M Nepcrek-
TMBHbIM NpenapaToM ANs JIe4eHUs IOBEHUIbHOrO apTpuTa,
pedpaKTEPHOro K cTaH4apTHOM MMMYHOCYNPECCUBHOW Tepa-
nun. AHaNN3 LMTOKMHOBOIO CMEKTPa B KPOBM U CUHOBHab-
HOM XMAKOCTK Y 60MbHbIX KOMA NpOrHOCTUYECKM BaXKeH Ang
OUEHKU 3DDEKTUBHOCTU JIEYEHUS U BO3MOMKHbBIX MCXOA0B
3abo0neBaHus.

ABTOpPbI JaHHOM CTaTbW NOATBEPANIN OTCyTCTBUE KOHQIMKTa MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLUTD.
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ButamunH D npuHuMaeT y4acTue B BaKHENLMX QU3UOIOrMYecKux rnpoileccax. [Aeduumnt u HegoctaTtoqyHOCTb BUTaMUHa D
ABNIAIOTCA QaKTopamu pucka GOPMUPOBaHUS Pa3/IMYHbIX NaToSI0rMY4ECKUX COCTOSIHWMK. [lpeactaBnser uHTepec u3ydeHue
obecrneyeHHOCTn BUTaMmMHOM D HaceneHusi pa3/imyHbiX BO3PACTHbIX rPyn, MPOXMUBAKLMX B CEBEPHbIX PErNOHaXx, rae PUCK
pa3BUTUS fepulnTa BuTammHa D 06YC/i0B/IeH HU3KMM ypOBHEM nHcoasumu. Llenb ncecnegoBaHUs: oLeHUTb 06eCcreqYeHHOCTb
BUTaMuHOM D HaceneHus r. ApxaHresbCKa B pas/inyHbIX BO3PACTHbIX rpynnax. MeToabl: B nonepeyHom (04HOMOMEHTHOM)
HEKOHTPOJINPYEMOM MCCAEA0BaHNM U3y4an KoHUeHTpauuo 25-0H ButammHa D — 25(0H)D — B CbIBOPOTKE KPOBU y XKUTE-
ner oboero nosna r. ApxaHresbCKka B BeCEHHe-0CceHHuI nepuog 2013-2014 rr. YMepeHHbIN Aepuumnt (HeAoCTaTo4HOCTb)
ButammHa D onpegensinv npu cogepxarHmm 25(0H)D B npeaenax 20-30 Hr/mn, aepuumt — npmu 10—-19 Hr/MAn, TaxKenbik
aepuunt — npu < 10 Hr/ma. Pe3ynbTatbl: B MccieoBaHUe Obl/iv BKIOYEHbI 4€TH B Bo3pacTte 40 3 seT (n = 155), WwKobHu-
Ku 6-7 net (n = 80), nogpoctkm 13—-15 net (n = 184), ctyaeHTsl By3oB 18-22 net (n = 88), B3poc/bie 24—60 net (n = 85).
HepoctatoyHocTh BuTaMmuHa D o6HapyeHa y 38 (25%), 16 (20%), 54 (29%), 28 (32%) n 35 (41%); nepuumnt — y 35 (22%),
39 (49%), 127 (69%), 44 (50%), 25 (29%); Tsxkenbint gepuumnt — y 12 (8%), 18 (22%), 1 (1%), 1 (1%), 3 (4%) o6cnenoBaHHbIX,
COOTBETCTBEHHO. 3aK/IlD4YeHHne: BO BCEX BO3PACTHbIX rpynnax HacesaeHusl, NpoXnBaloLLMX B I. ApDXaHresbCKe, ycTaHoBIEHa
BbICOKasi pacrpoCcTpaHeHHOCTb gepuuymnta BUTaMmHa D pasinyHown CTeNeHn BbipaXKeHHOCTH. Pe3ynbTaTbl MCCAeA0BaHNs yKa-
3bIBalOT Ha HEOBXOAUMOCTb Pas3paboTKM U BHEAPEHUSI B PoccuiicKon PegepaLmm LeneBbiX PernoHa bHbIX M 06LEePOCCUMACKUX
nporpamMm rno npopuiaKTuKe, paHHen AMarHoCTUKe, KoppeKLUnnU geduumnta ButaMmuHa D v COnpsixKeHHbIX ¢ HUM HapyLUeHWA.
KntoyeBble cnoBa: BuTamMuH D, He4OCTaTOYHOCTb M AepuumnT ButammnHa D, seTn paHHero Bo3pacta, LWKOJIbHUKU, NOAPOCTKH,
B3poc/ble.
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The Sufficiency of Vitamin D of the Population of Various Age
Groups in the City of Arkhangelsk

Background: Vitamin D is involved in important physiological processes. Vitamin D deficiency is a risk factor for the formation of various
pathological conditions. We are interested in the study of vitamin D sufficiency of the population of various age groups living in the northern
regions where the risk of vitamin D deficiency is caused by low insolation. Objective: To evaluate vitamin D sufficiency of the population
of the city of Arkhangelsk in different age groups. Methods: In the prevalence (cross-sectional) uncontrolled study we examined the
concentration of 25-0OH Vitamin D — 25(0H)D — in the blood serum of residents of both sexes in Arkhangelsk in spring-autumn period
2013-2014. Moderate vitamin D deficiency was determined at the content of 25(0H)D in the range of 20-30 ng/ml, deficiency — at
10-19 ng/ml, severe deficiency — at < 10 ng/ml. Results: The study included children under 3 years (n = 155), school children of
6-7 years (n = 80), adolescents of 13-15 years (n = 184), university students of 18-22 years (n = 88), and adults of 24-60 years old
(n = 85). The lack of vitamin D is found in 38 (25%), 16 (20%), 54 (29%), 28 (32%), and 35 (41%); deficiency — in 35 (22%), 39 (49%),
127 (69%), 44 (50%), and 25 (29%); severe deficiency — in 12 (8%), 18 (22%), 1 (1%), 1 (1%), and 3 (4%) of patients, respectively.
Conclusion: The high incidence of vitamin D deficiency of varying severity is determined in all age groups of the population living in the city
of Arkhangelsk. The findings indicate the necessity of the development and implementation of target regional and national programs for
the prevention, early detection, and correction of vitamin D deficiency and associated disorders in the Russian Federation.
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OpuruHanbHas ctaTbf

OBOCHOBAHME

Bbuonornyeckoe n ¢puanonornyeckoe 3HayeHwe BUTa-
MuHa D ana opraHuama obuwensBecTtHo. B nocneaHue rogbl
HabnoJaeTca MHTeEpPeC K npobneme aeduuuTa BUTaMmnHa D
N NepeocMbIC/IEHNE €ro posauM B MeTaboNMYyecKux npouec-
cax, MexaHu3max perynsumMm TPaHCKPUMLUMK U SKCMpPeccuu
reHoB, GM3MONOrMYecKUx GYHKLMIM YenoBe4yecKoro opra-
HM3ma [1, 2]. B cBSI3M C 3TMM BbICOKas pPacnpoCTpaHeH-
HOCTb HeAoCTaTO4YHOCTM W Aedwuumnta BuTtammHa D B mMupe
n B Poccuickon degepaumm No3BONSET rOBOPUTb 06 3TOM
nedunumnTe Kak o rnobanbHon mupoBow npobnewme [1, 3, 4].
B page cTpaH Bonpocbl HEAOCTAaTOYHOCTM BUTamuHa D BKAtO-
YeHbl B MOBECTKY HaLMOHaNbHOM NOJIMTUKK NO 3aluuTe 310-
poBbs rpaxkaaH [1, 2].

HepoctaToyHas obecnevyeHHOCTb BUTaMMHOM D xapak-
TepHa KaK Ans Aetewn paHHero Bo3pacTta [5, 6], Tak u ang
LUKONbHUKOB, tOHOLWEN, B3pochnbix [7—9]. AaekBaTHasa obe-
CneYyeHHOCTb BUTammMHoM D B [AE€TCKOM, MOAPOCTKOBOM
M B3POC/IOM BO3pacTe HeobxoaMma He TONbKO A/ GopMHU-
pPOBaHMSA KOCTHOW TKAGHM M HOPManbHOro NPOTEKaHUA 06MEH-
HbIX MPOLLECCOB B OpPraHM3me, HO U A1 NPodUNaKTUKK pas-
BUTUSA NaToNornM4yeckmux coctosaHui [10]. MNoarBepxaeHnem
3TOMY CyXKaT pe3y/bTaTbl MHOMOYUCIEHHbIX UCCNEA0BAHMUN,
npoBedeHHbIX 3a nocnegHune 20 neT, KOTopble YKa3blBaloT
Ha KIOYEBYID pPo/ib BUTamuvHa D B matoreHese cepaevHo-
COCYAMCTbIX, BOCMANUTENbHbIX, MHPEKLMOHHbIX, ayTOUMMYH-
HbIX 1 MHOTMX Apyrux 3abonesanum [10, 11].

dakTopamu, BAMUSAIOWMMU Ha 06ECNEeYEeHHOCTb BUTa-
MuHOM D ¥ cnoco6eTBylOWMMKM pa3BUTUIO ero geduuuTa
y Nnogen He3aBWCMMO OT BO3pacTa, SBAAl0TCA reorpadu-
yecKas WMpoTa MecTa NPOXMBaHWUA, CE30H roga, 0CobeH-
HOCTU NuTaHusa Hacenewusa [1, 12, 13]. OgUH M3 OCHOB-
HbIX GaKTOPOB, ONpeaensWmx BblpaxXeHHOCTb gednumnTa
BuTammnHa D B Poccuickon Pegepaunn, ato reorpaduye-
CKoe nonoxeHune. CeBepHble pernoHbl Poccun, B HaCTHOCTH
ApXaHrenbCKylo 06/1., OTHOCHAT K perMoHam C NOBbIWEHHbIM
PUCKOM pa3BuTua geduumta BUTamumHa D B CBA3M C TeMm,
4YTO BbICOKasi reorpadmyeckas WnpoTa COMpsiKeHa C HU3-
KMM YPOBHEM WHCONSAUMU: B 30HEe Bblie 60° ceBepHOWM
WMpOTbl 06pa3oBaHMe BUTaMMHa D B KOXe BO3MOMHO
TONIbKO € Mas no uionb [13]. ApxaHrenbCK pacrnofioxeH
Ha 64° ceBepHOW LWKPOTbI U uMeeT Bcero 108 conHeYHbIX
[LHen B rogy [14].

Llenbto HacToswero nccneagoBaHms 6bi10 OLEHUTL obec-
NeYEeHHOCTb BUTaMMHOM D pasfnnyHbiXx BO3PaACTHbIX Fpynn
HaceneHus r. ApxaHrenbcKa.

METOAbI

[An3anH uccnegoBaHus

MpoBeaeHo nonepeyHoe (0 AHOMOMEHTHOE) HEKOHTPON-
pyemoe uccnenoBaHue.

Kputepum cootBeTcTBUA

Kputepmm BKIOYEHUS:

e Bce 06cnegoBaHHblE NMLA POAWINCH U MPOXKMBAIOT B
ycnosuax EBponenckoro CeBepa Poccuickon depepa-
LMK, KUTENN . ApXaHrenbecKa;

e BO3pPacT y4aCTHMKOB COOTBETCTBOBana OAHOW M3 BO3-
pacTHbIX FPynn: paHHWM Bo3pacT (4o 3 net); 6-7; 13-15;
18-22; 24-60 ner;

®*  MMeNnocb B HaNMMYNUN MHGOPMUPOBAHHOE cornacue poam-
Tenen n pebeHka/B3pOCNOro y4yacTHWKa Ha BKIOYEHWE
B MCCNeoBaHUMN.

Kputepmm HEBKIOYEHUS: HaNnU4Yne opraHMyecKon nato-
NIOTUKN, TEHETUYECKMX CUMHPOMOB, YCTAHOBJIEHHOIO AMarHo-
3a paxuTa, HapyweHWh NeYEHOYHOM M MOYEYHOM DYHKLMK
(kenTyxa, aMapest), HapyLEeHU NCUXMHECKOTO Pa3BUTHS.

MpoaonKnTeNnbLHOCTb UCCieOBaHURA
BeceHHe-oceHHuI neproa 2013-2014 rr.

YcnoBus npoBepeHUna

[etn B Bo3pacte 0—3 NeT HaxoaAnIUCb Ha CTalMOoHap-
HOM Jle4eHMM B ApXaHrenbCKOW [OETCKOM KIMHUYECKOM
6onbHuLe um. MN.T. BoixknevuoBa; oetmn 6-7 n 13-15 netr —
340pOBbIE YyyaliMecs [OeTCKUX obueobpa3oBaTenbHbIX
yuypexaeHun r. ApxaHrenbCKa; y4acTHUKM B BO3pacTe
18-22 ner — 340poOBbIE CTyAeHTbl By30B, @ B BO3pacTe
24-60 netT — 300pPOBbIE B3POC/ble 6€3 OCTPbIX U XPOHUYE-
CKMX 3a60/1eBaHUN.

OnpepaeneHune cogepxkanHua 25(0H)D

JlabopaTtopHble TecTbl BbIMNOJHEHbI B pamMKax MHOro-
LeHTpoBoro ncenegosaxma «POAHUYOK» [5, 6].

Y nuy crapwe 3 feT KONUYECTBEHHOE oOrpeaeneHue
25(0H)D B CbIBOPOTKE KPOBW MPOBOAWMIM METOAOM WMMMY-
HodepMeHTHoro aHanu3sa (ELISA, DRG Instruments GmbH,
[epmanus). Mpegen onpepeneHns — 1,9 Hr/mn. OueHKy
o6ecnevyeHHOCTU BUTAMMHOM JETEN paHHEro Bo3pacTa pea-
JIN30BbIBaIM METOAOM XEeMWUTIOMUHECLEHTHOIO WMMYHO-
aHanusa (CLIA) Ha aHanuzaTope Anthos (MTanud). Baatue
KPOBW OCYWECTBAANN MYTEM BEHENyHKLUU W3 NOKTEBOWM
BeHbl B 04HOpa30Bble cucteMbl Vacutainer (Bodywin, Kutai)
B yTpeHHue (8—-9 4) yacbl nocne 12—-14-4acoBoro rofiogaHus
(3a UckyeHreM ageten fo 3 ner).

Ob6ecne4vyeHHOCTb BUTaMnHOM D oLeHuBanu Ha ocHoBa-
HUW CRefyloWmnx KpUTEPUEB: HOPMasbHbIM CHUTaIN COAEp-
waHue 25(0H)D B npegenax 30—-80 Hr/mn, 20-30 Hr/mn
COOTBETCTBOBaNN HegoctatoyHocTH, 10—-19 Hr/mn — gedu-
umty, a < 10 Hr/mn — Tsxkenomy geduumTy BUTaMMHa
[15, 186].

JTnyeckan aKcnepTusa
MpoBefeHne nccnegoBaHna 04o06PEHO ITUHECKUM KOMMU-
Tetom CIMY (npotokon N2 04/5-13 o1 22.05.2013 1.).

CtaTuCcTMY4ECKUI aHaNun3

CtaTucTnyeckyto 06paboTKy [AaHHbIX MNPOBOAWAN C
ncnonb3oBaHWeM naketa nporpamm STATA (Stata Corp.,
CLLA). AHann3 HopManbHOCTM pacnpeneneHns 3HavyeHun
nccnenoBaHHbIX MPU3HAKOB BbIMOMHEH MPU MOMOLLX KPK-
Tepus Wanupo-Yunka. KonuyectBeHHble gaHHble npej-
CcTaBfeHbl B BUAEe MeaumaHbl (25-1; 75-“ NpoLEeHTWUIN).
B cnydyae HOMMHanNbHbIX NMEPEMEHHbIX AN BblYMCAEHUSA
3aBUCUMOCTEN MEXAYy HUMU NPUMEHSAIN KpoccTabyns-
LMOHHbIN aHanM3, CTaTUCTUYECKYID 3Ha4YMMOCTb onpe-
Oensanu Kputepvem X2 MupcoHa. Mpyv MHOXKECTBEHHOM
CPaBHEHWW HE3aBUCUMbIX TpPynn WCNonb3oBann TecT
Kpackena—-Yonnuca (415 napHbiX CPaBHEHUI — KpUTEpPUM
MaHHa—YuUTHH). Paznnuunsa cuntanm CTaTUCTUYECKM 3HAYU-
MbiMK nipu p < 0,05.

PE3YJ1bTATbI

Y4yacTHUKM UccnegoBaHus

OueHKa obecneyeHHoCTM BUTaMMHOM D npoBefeHa y
419 peten B Bo3pacTte oT 0 go 15 net, u3 Hux 201 manb-
YUK M 218 aeBoYEeK, meanaHa Bo3pacta — 7 NeT. U3 Hux
155 4yenoBek — p[eTuM paHHero BoO3pacTa (B Bo3pacTe
[0 6 mec — 53, oTr 6 mec go 1 roga — 23, 1-2 netr —
34, 2-3 net — 43 pebeHKa), 80 — WKONbHUKKN 67 ner,
184 — nogpoctkn 13-15 net. [pynny B3pOC/bIX COCTaBU-
M 173 yenoBeka, U3 HMX 121 KeHWMHa U 52 MyKUWHbI,
MeanaHa Bo3dpacta — 44 roga. 3 Hux 88 cTyaeHTbl By30B
r. ApxaHrenbcKa B Bo3pacTte 18-22 ner, eule 85 — xuTtenu
r. ApxaHrenbcKa B Bo3pacTe 24—-60 nert.



Ta6nuua 1. KoHueHTpauns 25(0H)D B cbiBOPOTKE KPOBU y AETEW, NOAPOCTKOB M B3POC/bIX

BospacTHble rpynnbl

lNokasarenb
0-3 roga 6-7 net 13-15 net CTyAEHThI B3pocnble
KoHueHrTpauusa . . . . . . .
25(0H)D, Hr /M 27,7 (18,6; 41,7) 13,1 (10,1; 20,8) 17,4 (15,2; 20,6) 19,6 (15,0; 25,0) 24,3 (16,2; 30,7)

lMpumeyvanme. * p < 0,001 — B cpaBHEHWM C rpynnon aeten B Bo3pacTte 40 3 feT.

OcHOBHbIe pe3ynbTaThl UCCNIEA0BaAHUS

MeanaHHble 3HavyeHus copeprkaHua 25(0H)D B cbiBO-
POTKE KPOBM Y y4aCTHUMKOB UCCnefoBaHMs pa3HOro Bo3pacra
npeactaBneHbl B Tabn. 1. HanmMeHbLlW W ypOBEHb METAB0NU-
Ta (B CpaBHEHMM C rpynnow aeTen B Bo3pacTe 0 3 fieT) 3ape-
FTMCTPUPOBaH Yy AeTen B Bo3pacTte 6—7 net. OTHOCUTENBHO
HU3KOM KOoHUeHTpaums 25(0H)D 6bina Takxe y NoapoCTKOB
W cTyaeHToB. Paznnuuni B ypoHe 25(0H)D B rpynnax aeten
paHHero Bo3pacTta 1 B3poc/bix He 06HapyKeHo. Mpu aHanm-
3e coaepranua 25(0H)D B rpynne aeTew paHHero Bo3pacta
Haunbosnbline 3HaYeHUs MeTabonnta O6GHapyXKeHbl Yy AeTewn
rpyaHoro Bospacrta (4o 1 roga; puc. 1).

KoHueHTpauusa ButammHa D HuxKe HopMbl (< 30 Hr/mn)
6blna o6HapyxeHa y 85 (55%) aeten B Bo3pacTe Ao 3 net
(puc. 2), y 73 (91%) peten B BO3pacte 6-7 net (puc. 3),
y 182 (99%) noapocTtkoB 13-15 net (puc. 4), y 88 (83%)
cTyaeHToB u 63 (74%) B3pocnbix (puc. 5). PacnpeaeneHune
y4aCTHUKOB B 3aBWUCWMMOCTWM OT CTEMNeHW BbIparKEHHOCTH
HefoCTaTOYHOCTM BUTamMMHa D npeactaBneHo B Tab6bn. 2.
[MokazaHo, 4To foNs AeTen ¢ HoOpMabHOM 06eCne4YeHHOCTbIO
BuTammHoMm D (25(0H)D > 30 Hr/mn) 6bina Hanbosnbluen
B rpynne feTten paHHero Bo3pacta W Yy B3pPOC/blX, Hau-
MeHbllen — B rpynne nogpocTtkoB 13-15 net. Kpome TOro0,
OTMEYeHO, YTO cpeaun AeTen paHHero Bo3pacta Aons AeTen
C HOpMaJibHOM 06ecneYyeHHOCTbIo BUTaMuHOM D Oblnia Bhille
B rpynne pgetew rpyaHoro Bo3pacta: 43 (57%) B cpaBHe-
HuK ¢ 13 (36%) cpeav geten 2-ro roga xusHu (p = 0,010),
n 14 (33%) netew crapiue 2 net (p = 0,050).

OBCYXAEHMUE

PesynbTaTthl Hallero WCCNeAoBaHWA MPOAEMOHCTPMPO-
Ba/iM BbLICOKYIO YacToTy AeduunTa BUTaMuHa D pasnuyHoi
CTEMEHU BbIPAEHHOCTU Y HaceNeHUs BCeX BO3PacTHbIX
rpynn, NPOXMUBaIOLWMX B I. ApxaHrenbcke. [JaHHasa cuTyauus

Puc. 2. PacnpeaeneHune cogepraHus ButamuHa D cpean geten
B Bo3pacTe 0—3 net r. ApxaHresnbcKa

Puc. 1. KoHueHTpauwma 25(0H)D B nna3me KpoBUW AeTeN paHHEro
Bo3pacTa (0-3 roaa)

Hr/MA

100,00

75,00

50,00 - —_—

25,00 +

0,00 T T T

Jetn Jetn Jetn
0o 1roga ot 1roga no 2 net oT2 po 3 net

lMpumeyvanume. * p < 0,05 — B cpaBHEHMM C rpynnamu getemn
oT 1 rofja o 2 net n ot 2 fo 3 net.

CcBfi3aHa, npexae Bcero, ¢ reorpadMyecKnum MONOXKEHUEM,
KIMMATUYECKUMMU YCNOBUAMWU pPermoHa (HU3KUN YpPOBEHb
WHCONSALUMK); AaHHble GaKTopbl pUCKa pa3BUTUS aeduuunTa
BUTaMuHa D o6ycnoBneHbl 0COGEHHOCTAMU ero MeTabosing-
Ma 1 OTMeYeHbl MHOrMMK aBTopamu [1, 17, 18].

[etn 1-ro roga *W3HWU UMenn 3Ha4ymmo 6osee BbICOKME
YPOBHM BUTammHa D no cpaBHEHUIO C AETbMU CTaplie 2 neT.

Puc. 3. Pacnpeaenexue cogepxaHus BuTaMuHa D cpean aeten
B BO3pacTe 6-7 netr. ApxaHrenbcka

30

20 +
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\Y
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0 T T T T T
0 20 40 60 80 100 120

KoHueHTpauus, Hr/mn

30 -

25

N
o
1

Yucno pereit, abce.
o
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Puc. 4. PacnpegeneHue cogeprkaHuns ButaMunHa D cpeamn
noApoCTKOB B Bo3pacTe 13—15 net r. ApxaHresnbcKa

Puc. 5. PacnpeaeneHue cogeprkaHunsa ButaMunHa D cpeam B3pocnbix
B Bo3pacTe 24—-60 net r. ApxaHrenbcKka

40
30 + |
,'
S / )
©
: X
=
o 20
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[
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T 104
0 = i : L
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KoHueHTpauus, Hr/mn

20 ]
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>
1

N
A N

0 10 20 30 40 50 60 70

KoHueHTpauus, Hr/mn

Ta6aunua 2. PacnpegeneHne y4acTHMKOB UCCNeA0BaHUS pasHbIXx BO3PACTHbIX IPynn B 3aBUCUMOCTU OT 06eCne4eHHOCTU BUTaMUHOM D

06ecnevyeHHocTb BuTamuHoM D (no cogepxxanuio 25(0H)D, Hr/mn)
Bo3pacTHble rpynnbi

<10 10-19 20-30 > 30
0-3 roga, a6e. (%)* 12 (8) 35 (23) 38 (25) 70 (45)*
6-7 net, a6ce. (%) 18 (22) 39 (49) 16 (20) 7(9)
13-15 ner, a6¢.( %) 1(1) 127 (69) 54 (29) 2(1)
CTyneHTbl, a6e.( %) 1(1) 44 (50) 28 (32) 15 (17)
Bapocnble, a6e. (%) 3(4) 25 (29) 35 (41) 22 (26)

lNpumeyvanme. * p < 0,05 — B cpaBHeHWM C rpynnamu aeten 7 -8 neT, NOAPOCTKOB U CTYAEHTOB.

ABTOpbI @HaNOrMYHbIX UCCef0BaHUM, MPOBEAEHHbIX B APYIMUX
pervoHax Poccuu, TakxKe yKa3biBaloT Ha YBEIMYEHME 4acTOoThbl
nedwuuuta ButamumHa D B Bo3pacTe ot 1 go 3 net [5, 6, 19].
Mbl nonaraem, 4To 3T0 06YCNOBNEHO OCOBEHHOCTSIMU pea-
NM3aLnn MeponpuaTuin No npodunakTuke paxuta: neguarp
B 006s3aTeflbHOM MopsiAKe Ha3HavaeT BuTaMuH D aetam
1-ro roga »u3Hu. [etam ctapwe 1 roga sutaMuH D Ha3Ha-
4aloT pexke, B MEHblUel CTENEHW KOHTPONMPYIOT, POAMTENM
MeHee CKJIOHHbI BbINOMHATb PEKOMEHAALMM Bpaya, a nuule-
Bble UCTOYHUKM BUTaMUHa D ans pebGeHKka paHHero Bo3pacta
[OCTATOYHO OrpaHMyeHbl. Bmecte ¢ TeM TpaauuUMOHHas Ao3a
500 ME/cyT [20] MOXKeT OKa3aTbCa HeoCTaTO4YHOM AN1a BOC-
NONHEHUS NOTpeGHOCTEN, OCOBGEHHO C y4eToM BO3pacTa,
[layke eCnu poauTeNn BbINOMHSIOT PEKOMEHAALIMM NeanaTpa.

Ocobylo 03ab604eHHOCTb BbI3blBAET CUTyaLmsa ¢ obecne-
YeHHOCTbl0O BUTaMMHOM D B rpynnax fgeTten B Bo3pacte
6-7 net U nogpoctkoB. Cneayer OTMETUTb, YTO BbICOKas
YyacTtota geduunTta BUTamuHa D y NogpOCTKOB OTMEYeHa U
B CTpaHax EBponeickoro cooblulectsa [21]. B Poccuitckom
degepaumm, NO LaHHbIM CKPUHWHIOBOrO WCCNEeAOBaHUSA
no onpegeneHuto pacnpocTpaHeHHOCTH aeduumTa BuUTa-
muHa D cpeaun geten 7-14 net [22], noKa3aHoO, 4YTO BCErO
nwb 10% peten obecnevyeHbl BUTammHoM D. Takum o6pa-
30M, getam 7—14 neT He OKa3blBalOT AO/MKHOIO BHUMaHUS
no YyacTn NPoPuUNaKTUKKU 4ePULMNTHBIX COCTOSIHUIW. BbicoKas
pacnpoCTpPaHEeHHOCTb HEAOCTaTOYHOCTU M geduuuta BuUTa-
MUHa D B yKa3aHHbIX BO3PACTHbIX rpynnax MoxeT 6biTb 06y-
cnoBfieHa, Hapsay ¢ 0CO6EHHOCTAMMU NUTAHUS U HEAOCTaToN-
HOM NEeKapCTBEHHOW KoppeKuuen ButamuHa D, BbICOKMMU

noTpebHOCTAMM OpraHM3ama B BUTaMWHE B 3TU BO3PacCTHble
nepuoasbl [23, 24].

B uenom, pesynbtaTtbl UCCNeaoBaHUS CBMAETENbCTBYIOT
0 HEOBXOAMMOCTU Pa3PabOTKU U BHEAPEHMS B MPAKTUYECKYIO
mMeauumHy Poccuickon depepaumu LenesblX perMoHanbHbIX
M O6LLEPOCCUNCKMX NporpaMm nNpoduUNakTUKK, paHHen aua-
FHOCTUKM U KOPPEKLIMK HELOCTATOYHOCTM BUTaMuHa D ¢ yye-
TOM CONPSIXKEHHbIX HapYLIEeHWM 4Na BCeX BO3PACTHbIX rpynm.
PeweHne npo6nemMbl B paMKax COBPEMEHHOM KOHLenuuu
Heo6XxoAMMO AN CBOEBPEMEHHOro npeaoTBpalLeHnst Hapy-
LUEHWI 340POBbS HACENEHUS B GMKaNLWIEN U JOSITOCPOYHOM
nepcrneKkTnee.

OrpaHU4eHua uccieaoBaHUaA

e [pynny paHHero Bo3pacTa COCTaBWIM AeTH, NOCTYNMUBLIKE
Ha CTalMoHapHOoe fieyeHne, cnegoBaTesbHo, B 3Ty rpynny
He BOWAW AETHU, HE HyXAalolwmMecs B Sie4eHUU KaKoro-
nnb6o 3aboneBaHuns (340poBbIE).

®  BOMbLWMWHCTBO y4aCTHUKOB BKOYaNN B UCCIIEA0BaHME B 04-
HOM Ce30He roga, ciefoBaTeflbHO, UccnejoBaHve He aaeT
BO3MOMHOCTU OLIEHUTb Ce30HHble KonebaHus 25(0H)D B
CbIBOPOTKE KPOBM BO BCEX BO3PACTHbLIX rpynnax.

e B uccnegoBaHuu 6binM UCNONb30BaHbl pa3dHble METOAbI
KonnyectBeHHoro onpegenexus 25(0H)D B cbiBOpOTKE
KPOBW: B BO3PACTHbIX rpynnax ctapwe 1 roga 6bia npu-
MEHEH MeTo4 UMMYHOPEPMEHTHOIO aHanm3a, ay ageten
paHHero Bo3pacta — MeTO4 XEMMUIIOMUHECLLEHTHO-
ro MMMyHoaHanusa, obnajamowm 60Mbllen YyBCTBU-
TEeNbHOCTbIO.




3AK/TIOMEHUE

Pe3ynbraTtbl nccnefoBaHnsa CBUOETENbCTBYIOT O BbICO-
KOW pacnpoCTPaHEeHHOCTM pPas3fInyHOW CTEeNneHu Bbipa-
EHHOoCTM aeduunta BuTammHa D BO Bcex BO3pacCTHbIX
rpynnax HaceneHus, npoxuBatolero B r. ApxaHresabcKe.
Mpn 3TOM OTMe4yeHbl 6onee BbiCOKas 06ecneyeHHOCTb

UCTOYHUK ®UHAHCUPOBAHUA

BuTamMnHom D geten nepBbiXx 3 IET U, B YACTHOCTH, AETEN
1-ro roga »u3HW. [Mony4yeHHble AaHHble MOATBEpKAaloT
HeobXxoAMMOCTb Koppekuun apeduuymta 25(0H)D nyTtem
npuema npenapaTtoB BUTamMuHa D ana Hopmanuaauuu
ero craTtyca y L, Bcex BO3PacTHbIX Pynmn Ha NOCTOSHHOM
OCHOBeE.

YacTtb uccnegoBaHms no n3yy4eHuto obecnevyeHHoCcTn BUTaMmHoM D B rpynne feTein paHHero Bo3pacrta BblINoHEHa Npw NpoBe-
NeHWUW MHoroueHTpoBoro ncenegosanma «POAHUYOK» B coTpyaHuyecTBe ¢ Kadbeapon negnatpum POCCMNCKON MEAULIMHCKOM
aKajemuu nocneauniomHoro o6pasosanua (Mocksa) Npu TexHnyeckon nogaeprke OAO «XnUMUKO-papmaLeBTUHECKUIA KOM-
6uHaT <AKPUXWH». YacTb nccnefjoBaHns No n3ydeHuto ob6ecrne4eHHoCcTM BUTaMnHoM D B Bo3pacTHbIX rpynnax 6-7, 13-15,
18-22 1 24-60 neT npoBeaeHa Npu TEXHUYECKOM 1 drnHaHcoBoM noaaepke CeBepHOro rocyaapcTBEHHOrO MEANLIMHCKOrO

yHUBepcuTeTa (ApXaHrenbeK).

KOH®JIMKT UHTEPECOB

ABTOpPbI JaHHOW CTaTbW MOATBEPAUIN OTCYTCTBME MHOMO KOHGIMKTa MHTEPECOB, O KOTOPOM HEOOXOANMMO COOOLLUTD.

BbIPAYXEHUE MPU3HATE/IbHOCTU

ABTOpbI cTaTbM BbipaxatoT 6narogapHoctb OAO «AKPUXWH», coTpyaHWKaM LeHTpanbHOW Hay4YHO-UcceaoBaTebCKon nabo-
paTtopum CeBepHOro rocyaapCTBEHHOr0 MEAMLMHCKOro yHMBeEpcUTETa M ApXaHrenbCKOW AETCKOM KAMHWYECKOM 60/bHULE
um. M. T. BbixkneyoBa 3a NOMOLLb M COAENCTBUE B OpraHn3aLnmn nccneioBaHms.
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3710Ka4YecTBEHHbIE HOBOOGPA30BaHUs SIB/ISIOTCS BTOPOK M0 YacToTe NpUYUHON cMepTu aeter. OpraHm3almnsi OHKOJ10rmye-
CKOM Momolyn JeTam TpebyeT AaslbHenlero peopmMmpoBaHms U PaLMoHa IbHOro MCroib30BaHNs UMEKOLLMXCS PecypCoB.
Lenb nccnepoBaHus: oLeHNTb 06ecnevYeHHOCTb peaepasbHbix oKpyros (P0O) cneunanncTtamMm OHKOOMMYEeCKoro npoguns
1 COOTBETCTBYIOLMM KOEYHbIM (POHAOM, HEOBXOAMMbIMW A/ OKa3aHUsi MEeAMLIMHCKOM MOMOLLM AEeTM C BrepBble ycTa-
HOBJIEHHbIM 3JI0Ka4YeCTBEHHbIM 3abosieBaHneM. MeToabl: B 9K0JIOTMYECKOM MCC/Ie40BaHUN M3Y4Ye€Hbl OTYETbI PErMOHa lb-
HbIX MUHWUCTEPCTB U AenapTaMeHTOB 3/paBooxpaHeHns 82 cybbeKkToB PP 3a 2013 r. AHanusnpoBaan 3a60/1eBaemMoCTb
(BrnepBble AMArHOCTUPOBAHHbIE CJ/lydanm OHKOJIOTMYECKMX 3abosieBaHmi) aetert B Bo3pacte 0—17 neT, ob6ecrneyeHHOCTb
KOEYHbIM QOHAOM, Bpavyamm, AUarHOCTUHECKUMM 1 1e4ebHbIMM TeXHoI0rnsamun. Peaynbtatel: B 2013 . 661710 3apeructpm-
poBaHo 3378 feTelt co 3/10Ka4eCTBEHHbIMWU HOBOOGPa3oBaHMAMU. CpeaHmii no P® ypoBeHb 3a60/1€BaeMOCTH COCTaBU
12,4 Ha 100 TbiC. AETCKOro HaceneHus, B cybbekTax P® 3Ha4yeHuns nokasaTtess BapbupoBaan oT 5,5 go 21,8. B peaepanb-
Hble KIMHUKKM HanpasaeHbl 1705 (50,5%) 60s1bHbix. Becero B PO B 2013 r. pyHKUMOHMpPOBano 51 seTcKoe OHKO/I0rm4ecKoe
otgeneHune ¢ 2021 KOMKOM (BKItoYasi KOMKM B HEMNPOQUIIbHbIX OTAEIEHUSIX), NPU 3TOM 06€Cne4YeHHOCTb KOEYHbIM GOHAOM
BapbupoBasia no 0 ot 0,40 go 1,13 Ha 10 Teic. AETCKOro HaceneHus. JledeHne geTer ¢ OHKOI0rM4eCKUMM 3ab601eBaHNAMM
ocyujectsasim 390 Bpayen, n3 Hux 138 (35,4%) He umenun ceptnduKkata AETCKOro oHKosaora. O6ecrne4yeHHOCTb Bpayamm
BapbupoBasia no 0 ot 0,06 g0 0,20 Ha 10 ThiCc. JETCKOro HaceneHus. [JoCTynHOCTb COBPEMEHHbIX CPEACTB ANArHOCTUKMN
B P® ocTtaeTtcsi Ha OTHOCUTE/IbHO HU3KOM ypoBHe. Kak peaynbtart, 76,6% Bcex BriepBble AMarHoOCTUPOBaHHbIX OHKOJI0rn4e-
CKunx 3abosneBaHni 6bim -1V cT. BaKnoyeHune: TpebyeTcs COBEPLIEHCTBOBAHNE BEPTUKaIU M 0ObeMa OKa3aHus creym-
aan3npoBaHHON MeAULIMHCKOM MOMOLUM AETSIM C BNepBble AMarHOCTUPOBaHHbIMU OHKOJIOMMYECKMMM 3a60/1€BaHNAMMU.
KnioyeBble cnoBa: geTv, 3/10Ka4eCTBEHHbIE HOBOOGPa30BaHUsl, 3a60/1eBaeMOCTb, 06eCneYyeHHOCTb, JETCKME OHKOJIOM!,
KOEYHbI ¢pOHA, ANarHoCTHKa, 1e4eHme.

(Ans untupoBanmus: PoikoB M. 0., Cycynésa H.A., Hymakosa O.B., bain6apuHa E. H., lMonskos B.T. OHKonornyeckasa 3a6o-
NleBaeMocCTb [IeTCKoro HaceneHus Poccuitckon depepaumn n ero obecnevyeHHoCTb MEeAULIMHCKOM NMOMOLbO (Bpadamu,
KOeYHbIM POHAOM, ANArHOCTUHECKUMU U IeHeBHbIMU TEXHONOMUAMM): aHann3 CTaTUCTUYECKUX AaHHbIX 3a 2013 . Bonpockl

coBpeMeHHow neguatpun. 2015; 14 (6): 686—-691. doi: 10.15690/vsp.v14i6.1477)

OBOCHOBAHME HO-TEHETUYECKMUX U MMMYHOTUCTOXMMWUYECKUX MEeTod0B
Ha npoTsxeHun nocnegHux pgecatunetun B Poccui- nccnefoBaHMM B COYETaHUM C COBPEMEHHBIMU NyYeBbl-
ckon Pepepaunn (PP) npoaonKaeTcs HEYKNOHHOE YBESM- MW U KOMMbIOTEPHbIMU TEXHONOrMAMU. BHeapstoTcs pas-
YeHUWe Yncna OHKOMOrMYeCcKmx 3aboneBaHnin y aeTen, B T. 4. JINYHblE ManoOMHBa3UBHbIE, IHAOCKOMUYECKNE OMnepaLmu,
UX PefKUX KNMHUYeCcKMX dopm [1]. ATo onpeaensieT ocobyto aKTMBHEE NPUMEHSAETCH OpraHoCoXpaHsllwee JievyeHue,
aKTyanbHOCTb OpraHu3auuMuM W NAaHUMPOBaHUA MEAMLMH- pacwmnpUIMCb BO3MOXKHOCTH pe3eKLmMn Onyxonen 3a cyet
CKOW NOMOLLM 3TOM KaTeropun 60bHbIX. BHeApeHns NMMOOAMUCCEKLMN M Oonepauui Ha cocynax.
CoBpeMEHHbIN YpOBEHb Pa3BUTUSA LETCKOM OHKOSO- CoKpaTuincb MOKa3aHWs K NMPUMEHEHUI0 Nly4eBOn Tepa-

M TpebyeT UCNONb30BaHUA LOPOroCTOAWMX MOSIEKYNAP- n1Mnu, 1 BMeCTe C TeM MoABU/IUCb WU CTalih BHeAPATbCA



HOBble €e TEexXHONOormu: KOHPOopMHas NyyeBas Tepanus,
raMma- U KWGEpPHOXKMW.

3HauyuTeNbHble U3MEHeHWs npeTeprnena NoaAMXMMUoTe-
panus — OCHOBHOM METOA fle4eHns B OHKOMeauaTpumu.
YBenMyeHne npoAOIKUTENbHOCTU HU3HU OHKOMOMMYECKUX
60/bHbIX 06YCNOBWAO Yrpo3dy PasBWUTUS MO3AHWMX OCNOXK-
HEHWIM nocne MNPOBEAEHHOr0 JIeYEeHUs, a camMO ne4vyeHue
CTano HOCUTb pUCKadanTUPOBaHHbLIM XapakTep. B rpynnax
60/1bHbIX C BbICOKMM PUCKOM Pa3BUTUS HEGNAronpusaTHOro
NPOrHO3a UHTEHCMBHOCTb JIEYEHUSI MHOTOKPaTHO BO3pocha:
NPUMEHSIOT BbICOKOAO3HYIO MOAUXMMMUOTEPANUIO, TPaHC-
nnaHTaumo nepudepruyecKkmx CTBONOBbLIX KNETOK M KOCT-
HOFO MO3ra, KOJMOHWECTUMYAUpyoWwKne GaKTopbl, Havanu
BHeOPSATb TApreTHyo U MMMyHoTepanuio [2]. Hapsay co cne-
LMann3nMpoBaHHbIM le4eHUeM BO3POCa PoSib COMYTCTBYIO-
WMX U peabunuTaLmMOHHbIX MEPOMNPUATUIA, HanpPaBAEHHbIX
Ha MOBbIWEHNE KaYeCcTBa XN3HU JeTeN C OHKONOrMYECKUMHU
3ab0n1eBaHUAMMU.

Ocob6eHHocTbio aemorpadun B PP gaBnserca T0, 4TO
Hapsay ¢ perMoHamMu C BbICOKOM MIOTHOCTbIO MPOXMBaHMSA
HaceneHus B CTpaHe UMEITCS 3HaYuUTeNbHblE MO MoWaau
TEPPUTOPUN C €e HMU3KOM MNOTHOCTbl. ITO onpenenser
pas3nnyHble perMoHanbHble MPoGaeEMbl 34PaBOOXPaHEHMS,
npW KOTOPbIX AETCKas OHKONOrMS B CWAY OTHOCWUTEbHOM
PEeaKOCTM OHKONOrMYEeCcKMx 3aboneBaHnin B 4ETCKOM BO3pac-
Te€ MOXET He paccMaTpuBaTbCa B KayecTBe MPUOPUTETHOIO
HanpaBnexus. OTCloaa BbITEKAKOT M COXPaHSIOLWMECS 4O CUX
nop pasfnnMymMa B BO3MOXHOCTAX OKa3aHWs MeAMLMHCKON
NOMOLUM JETAM C OHKOMOMMYEeCKUMK 3a60/1IeBaHNAMU B pas-
NIMYHbIX deaepanbHbix okpyrax (PO) PO.

B ycnoBusiXx CNoOXMBLUENCS B CTpaHe COLManbHO-3KOHO-
MWUYECKON CUTyauuMnm OCOBGEHHO aKTyanbHbIMW CTAHOBATCA
TpeboBaHUA K MaKCMManbHO 3GPEKTUBHOMY WCMO/b30Ba-
HUIO GIOAXKETHbIX CPEACTB, B T. 4. B chepe 34paBOOXPaHEHUS.
BmecTe ¢ TeM [0 HacToslero BpeMeHn B PP otcytcTByeT
4yeTKoe 060CHOBaHWe CTPYKTypbl 3aTpaT Ha OKal3aHue cre-
unann3npoBaHHON MeAMLMHCKOW MOMOLLM AETSM C OHKO-

JIOTMYECKUMU 3ab0sIEBAHUAMM, KaK HET M YETKOW Monenu
opraHu3aLnm 3ToM NOMOLLM Ha Pa3NYHbIX YPOBHSX.

Llenblo HacTosWwero wuccnegoBaHna 6bi10 OLEHWUTb
obecnevyeHHOCTb deaepanbHblX OKPYroB crneuuansnctaMmu
OHKOJIOrMYecKoro nNpoduns U COOTBETCTBYIOLLMM KOEYHbIM
GOHAOM, HEOBXOAMMbIX ANS OKa3aHUs MeauLMHCKON MOMO-
WK OeTaM C BrepBble YCTAHOB/IEHHbIM 3/T0KA4YeCTBEHHbIM
3aboneBaHneM.

METOAbI

Aun3aiH uccnegoBaHus

lMpoBefeHO 3KONOrMyeckoe uccnenoBaHuWe, B KOTO-
poM eauvHWLaMK aHanm3a Obln arpermpoBaHHble AaHHbIe,
a He oTaeNbHble MHANBKALI [3].

UCTOYHUK faHHbIX

B aHanu3 BOWAM OTYETbI PErMOHaNbHbIX MUHWUCTEPCTB
W aenapTaMeHToB 3apaBooxpaHeHns 82 cyGbekToB PO 3a
2013 r. [JaHHble He nony4vyeHbl no Pecnybnvke Xakacus,
a Takxe no Kpbimckomy @O (cy6bekTbl PO CeBactononb K
Pecny6nuka KpbiM). KpbiMckuii @O He BKIOYEH B aHanus,
T.K. 06pa3oBaH nocne Havyana uccnegoBaHus (Ykas lNpesu-
neHta Poccun B.B. MytnHa N2 168 ot 21 mapta 2014 r.).
OT4yeTbl NOArOTOBMAEHbI MO pa3paboTaHHOM [MaBHbIM BHe-
WTaTHbIM AETCKMM CchneunannucTtoM oHkonorom MwuH3gpaBa
Poccun dpopme.

AHaNU3 gaHHbIX
B otyetax cogepxanacb (M TakMm 06pa3oM Y4uUTbIBaA-
nacb Npu NpoBeAeHUN UCcneaoBaHud) cneayowas nHoop-
Maums:
®  YWUCNEHHOCTb ETCKOro Hacenexus (B Bo3pacte 0—17 ner)
B cyObeKTe PO;
e 3a60/1eBaeMOCTb Pa3NnyHbIMMU 3N10KA4YECTBEHHLIMU 3a-
60neBaHUSaIMU;
® Hanuyue WK OTCYTCTBME CNeLnannM3npoBaHHbIX 4ETCKMX
OHKOJIOTMYECKUX OTAENEHNI;

M.Yu. Rykov®' 2 3| N.A. Susulyova® 4, 0.V. Chumakova®, Ye.N. Baybarina®, V.G. Polyakov'' 4

1 N.N. Blokhin Russian Cancer Research Center, Moscow, Russian Federation

2 Scientific Center of Children’s Health, Moscow, Russian Federation

3 Sechenov First Moscow State Medical University, Moscow, Russian Federation

4 Russian Medical Academy of Postgraduate Education, Moscow, Russian Federation
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Cancer Incidence of Child Population of the Russian Federation
and its Provision of Medical Care (Doctors, Bedspace,
Diagnostic and Therapeutic Technologies): Analysis

of Statistical Data for 2013

Background: Cancer is the second most common cause of death in children. The organization of cancer care for children requires further
reforming and rational use of available resources. Objective: Our aim was to assess the provision of federal districts (FD) with cancer
specialists and relevant bedspace needed for providing medical care for children with newly diagnosed malignant disease. Methods: The
ecological study investigated reports of regional ministries and departments of health of 82 subjects of the Russian Federation for 2013.
It was analyzed the morbiden (newly diagnosed cases of cancer) of children aged 0-17 years, the provision of bedspace, doctors,
diagnostic and therapeutic technologies. Results: In 2013 it was registered 3378 children with cancer. The average incidence rate in
Russia amounted to 12.4 per 100 thousand of the child population, in the RF subjects index values ranged from 5.5to 21.8. 1705 (50.5%)
patients were sent to federal clinics. In total, in 2013 in Russia there were 51 children's oncology departments with 2021 beds (including
beds in non-core departments), therewith, the provision of bedspace varied by FD from 0.40 to 1.13 per 10 thousand of the child
population. Treatment of children with cancer was carried out by 390 doctors, 138 (35.4%) among them did not have a certificate of
Pediatric Oncology. The provision of doctors varied by FD from 0.06 to 0.20 per 10 thousand of the child population. The availability of
modern diagnostic tools in the RF remains at a relatively low level. As a result, 76.6% of all newly diagnosed cancers were stage IlI-IV.
Conclusion: It is required the improving of the vertical and the amount of specialized medical care for children with newly diagnosed cancer.
Key words: children, cancer, morbidity, provision, children's oncologists, bedspace, diagnosis, treatment.
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OpuruHanbHas ctaTbf

Puc. 1. PacnpeaeneHune 3a60n1eBaeMOCTH JETCKOro HaceneHus
(0—17 neT) OHKONOrMYECKMMHU 3a60/IeBaHUAMMU N0 CyGbeKTam
Poccuiickoin depepaumm
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6 7 8 9 10 11 12 13 14 15 16 17 18 19 20 21
3ab6oneesaeMocTb, Ha 100 ThiC.

® 4YMCNO KOEK, B T.4. B COCTaBe HecneunannanupoBaHHbIX
OTAENEHUI, Ha KOTOPbIX MPOBOAMIOCH NIeYeHne aetew ¢
OHKOJTIOrMYECKUMU 3a60/1IeBaHUSMMY;

® 4YMCNO Bpayer KaK C cepTuduKaTamu Bpaya-AETCKOro
OHKOJI0ra, Tak U HYXJAloLWKMXCH B MPOXOXKAEHUN CEPTU-
OWKaALMOHHBIX LUKIIOB;

®  4YMCNO MEePBUYHbIX BOMbHBIX;

® 4yucno 6ONbHbIX, HanpaB/EHHbIX Ha nevyeHue B depae-
pasnbHble Hay4HO-UCCNeOBaTENIbCKUE UHCTUTYTI;

* WUMelolMecs B permoHe BO3MOXHOCTU A1 AUArHOCTUKM
OHKONOrnM4yecknx 3aboneBaHuMn — KomnbtoTepHasa (KT)
M MarHuTHo-pe3oHaHcHas (MPT) Tomorpadus, UMMyHO-
TMCTOXMMUYECKME UCCNeOBaHUSA U T. 4.;

* uMelMecs B perMoHe BO3MOXHOCTU AN JeyeHus
[eTelt ¢ OHKonaTonornen (MOMXMMMUOTEPANUS, BbICOKO-
[03Haa MONMXMMUOTEpPanus, nyyeBas Tepanwus, Xupyp-
rMyecKkMe onepauun B Heo6XxoAMMOM 06beme, B T.u.
opraHocoxpaHsiouime).

CtaTucTMY4ECKU aHaNun3

CTaTUCTUYECKUIN aHann3 AaHHbIX BbIMNOIHEH C MOMOLLbIO
nporpammbl SPSS 15.0 (SPSS Inc., CLUA). NMpoBeaeH Koppe-
NIAUMOHHBIN @aHaNn3 KOIMYECTBEHHbIX AaHHbIX MO OTAENbHbIM
®O0. Pesynbrathl NpeacTaBieHbl B BUAE KOIGOULUMEHTA KOp-
penaumm MNMupcoHa.

PE3Y/IbTATbI

3a6oneBaeMoCTb 3/10Ka4e€CTBEHHbIMU

HOBOOGpa30BaHUAMMU

PacnpeneneHne 3a6oneBaeMoCTv AeTEN 3/10KaYECTBEH-
HbIMWM HOBOOGPa30BaHWSIMKU MO OTAENbHbIM CyObeKkTam PP
npeactasneHo Ha puc. 1. B UeHtpanbHom O (LUPO) Hau-
6osbllas 3a60/1eBaeMOCTb AETEN 3/10KA4ECTBEHHBIMU HOBO-
06pa3oBaHUAMWU 3aperucTpmpoBaHa B Jluneuxkon o6n.—
21,7 (3pecb v ganee — Ha 100 TbiC. AETCKOrO HaceneHus
B Bo3pacte O-17 neT), HanMmeHblwas — B TynbCcKon (7,3),
B CeBepo-3anagHom PO (C3PO) — B ApxaHrenbckon obn.
(14,8) 1 HeHeLLkoM aBTOHOMHOM OKpyre (8,2), B KOxxHom ®0
(FOP0O) — B PoctoBCKOM 0611. (16,9) U Pecnybnuke Aabires
(5,5), B Mpusonxckom PO (NPO) — B Pecnybnnke TaTtapctaH
(18,6) n Yysalwckon Pecnybnuke (6,2), B Ypanbckom O
(Y®0) — B CBepanioBcKon 064. (16,8) n Amano-HeHeuKkom
aBTOHOMHOM oOkKpyre (8,2), B Cubupckom PO (CPO) —
B Tomckow o6bnactu (18,5) u Pecnybnuke TeiBa (5,5),
B JanbHeBocTto4yHoM PO (ABPO) — B CaxannHCKon o6nactu
(18,5) n EBpeitckoMm aBTOHOMHOM OKpyre (8,1), B CeBepo-
KaBkasckom PO (CKPO) — B HeyeHcKon Pecnybnuke (21,8)
n Pecnybnuke [arectaH (8,2), cOOTBETCTBEHHO. CpeaHui
ypOBeHb 3a60/1€BAEMOCTH AETEN OHKOIOrMYEeCKUMu 3abone-
BaHuAMM no PO npeacTasneH B Tabn.

KoeuHbit dOHA M KagpoBas 06ecne4eHHOCTb

Hawnbonblwee yncno Koek (B nepecyete Ha 10 Tbic. AeT-
CKOro HaceneHusl), Ha KOTOPbIX OCYLIECTBASETCS ne4vyeHue
[eTer C OHKOIOrMYeCcKMMK 3aboneBaHusMmU, 3aperucTpupo-
BaHo B HOPO, HanmeHblee — B CKPO (cMm. Tabs.). Mpu aToM
Haunbosnbluee Yncno otaeneHun dyHKLmMoHupyet B MNP0, Hau-
MeHblee — B CKPO n YPO.

MokasaTenb o6lero uyucna Bpaueil, saHUMalOWMUXCS
fle4eHneM fAeTten C OHKONOrMYecKMmMu 3aboneBaHUsMMU,

Ta6nuua. 3a6oneBaeMocTb (2013 r.) AETCKOro HaceneHUs 310Ka4eCTBEHHbIMU 3a60/1eBaHUAMMN 1 06ecnevyeHHOCTb deaepanbHbiX OKPYroB

OHKOJIOrMYECKON NMOMOLLbIO

®0 HdeTtckoe 3a6oneBaemMocTb, Bpauwu, OTaeneHua 4eTcKon KoeuHbli poHg,
HaceneHue, a6ce. a6e. (*) ab6e. (**) OHKOJIOT UM (***) a6e. (**)
L0 6181025 752 (12,2) 91 (0,15) 10 (8) 401 (0,65)
Nneo 5581074 653 (11,7) 80 (0,14) 12 (8) 423 (0,76)
Co0 3854557 499 (12,9) 58 (0,15) 9 (4) 346 (0,90)
H0P0 2567397 342 (13,3) 43 (0,17) 4(2) 290 (1,13)
CK®O 2512134 366 (14,6) 16 (0,06) 2(1) 100 (0,40)
€390 2350796 305 (13,0) 46 (0,20) 7 (4) 175 (0,75)
Y0 2243455 323(14,4) 35(0,16) 2(1) 188 (0,84)
AB®O 1860344 138 (7,4) 21 (0,11) 5(3) 98 (0,53)
PO 27150782 3378 (12,4) 390 (0,14) 51 (29) 2021 (0,74)

lNpumevaHme. * — B CKOOKax yKa3aHbl 3Ha4eHus nokasaTens B nepecyete Ha 100 TbiC. AETCKOro HaceneHus B Bo3pacte 0—17 neT;
** — B nepecyete Ha 10 TbIC. AETCKOrO HaceneHus; *** — B cKoGKax yKa3aHO YMCNO OHKOreMaTOoI0rM4EeCKUX OTAENEHUI.

PO — LleHTpanbHbii, PO — MpuBomKkcKkuin, COO — Cubupckuin, OPO — HxHbI, CKPO — CeBepo-KaBKascKui,

C3d0 — Ceepo-3anaaHblit, YOO — Ypanbckuit, BP0 — [JanbHEBOCTOYHbIV defepanbHblil OKPYT.

1

B aHanu3 He Bowu AaHHble 0 Bpayax, paboTatolwmnx B degepanbHblX KIMHUKaX.




a TaKe ux gonu B nepecyete Ha 10 TbiC. AETCKOro Hace-
NIeHUs TaKXKe npeacraBfieHbl B Tabn. He nmenn nepBu4Hom
cneuManusaumm No CneumanbHOCTU «4eTCKas OHKONOrus»
31 (34%) Bpay B LUPO, 18 (39%) — B C3PO, 14 (33%) —
B lOPO, 8 (50%) — B CKPO, 3 (50%) — B NPO, 5 (14%) —
B YPO, 16 (28%) — B CPO, 6 (29%) — B ABDO. Becero
B PP 13 yucna Bpayen, 3aHMMaloLMXCA IeYeHUeM aeTen
C OHKONIOrMYECKMMHK 3ab0NEeBaHUAMMU, COOTBETCTBYHOLLENO
cepTudurKkaTta He umenn 252 (64,6%) cneumanucra.

M3 yncna 60MbHbIX C BNEpPBbIE AMarHOCTUPOBAHHbLIM 3/10-
Ka4yecTBEHHbIM 3ab601eBaHNEM Ha fiedeHne B peaepasnbHble
KJIMHWKKM 6binn HanpaBneHbl 425 (56,5%) neten B LIPO, 132
(43,2%) — B C3P0, 111 (32,5%) — B HODO, 293 (80,1%) —
B CK®O, 251 (38,4%) — B MNP0, B 110 (34,1%) — B YPO,
279 (56,0%) — B CPO, 104 (75,3%) — B ABPO. Beero B PP
M3 3378 peten ¢ BrNepBble AMArHOCTUPOBAHHbLIM 3/10Ka4e-
CTBEHHbIM HOBOOGpa3oBaHnem 1705 (50,5%) 6binn Hanpas-
NleHbl Ha NevyeHne B defepanbHble Hay4yHO-UcCnefoBaTeNb-
CKMe LeHTpbl. OTMEYEHO, YTO A0NS 60/bHbIX, HAaNPaBAEHHbIX
B denepanbHble KIMHUKK, OTPULATENBHO KOppenupoBana
C floNen Bpayen 1 YNCNOM KOEK B OTAENEHUAX AETCKON OHKO-
norun B 0O Ha 10 TbiC. AETCKOro HaceneHus (puc. 2).

B0O3MOHOCTU MArHOCTUKMU U NIe4EHUN

B KaX4OoM pernoHe MMetoTcs BO3MOXKHOCTU 415 BbINOS-
HEHWUSI BUOMCUI, B T. Y. OTKPbITbIX, AN NOCAEAYIOWEro rmcTo-
IOTMYECKOro MCCNeAoBaHMa MNOMyYeHHOro MmaTepuana.
BmecTe ¢ TeM NnLb B HEKOTOPLIX N3 HUX UMEIOTCH BO3MOXK-
HOCTW AN19 BbINOJAHEHUS UMMYHOIMCTOXMMUYECKUX UCCNeo-
BaHuin. Hanpumep, B LLPO 13 18 cy6GbLEKTOB, BXOASALMX B
COCTaB OKpyra, Takue BO3MOMXHOCTK €CTb Nnllb B 8 (44%).
Mpoyne MHCTpYMEHTanbHble METOAbl AMarHOCTUKM (ynbTpa-
3ByKoBble, KT, MPT) ncnonb3yoT Bo Bcex denepanbHbix
OKpyrax, 04HaKo OHM OTCYTCTBYIOT B HEKOTOPbIX CyObEKTAX,
BXOASLWMX B UX cocTaB. lpu aTOM Haubonee yKOMMIEKTO-
BaHHbIMK annapaTtypor u cneuunanuctamu asnatorca LLPO
n C390, HaumeHee — [ABPO. B cBA3M € 3TUM BaXKHO OTMe-
TUTb, YTO 3/10KaYeCcTBEHHble HOBOOGpa3oBaHusa IlII-IV cT.
cocTaBunn 76,6% BCeX 3aperncTpupoBaHHbIX Clyyaes,
-1l cT. —=23,4% [1].

Mo fJaHHbIM OTYETOB PErMOHAaNbHbIX MWHWUCTEPCTB M
AenapTaMeHTOB 34paBOOXPaHEHUs, BO3MOXHOCTU MpoBe-
[E€HNS BbICOKOAO3HOW MNoAuXMMuoTepanum mmerotca B 36
(44%) n3 82 cybbeKtoB PD, nyyeBor Tepanum — B 62 (76%)
C OrpaHWYeHneM HWKHEeW rpaHuubl Bo3pacTa (6-15 nert)
Ha 6a3e 061acTHbIX OHKONOMMYECKUX AUCNaHCEPOB.

OBCYXAEHMUE
CoBepLIeHCTBOBaHWe OpraH13aLMOHHO-MEeTOANYECKOro
PYKOBOACTBa — MepBoCTeneHHas 3ajada, Heobxoaumas

NS peanu3aunMv MeponpuaTUi, HamnpaBieHHbIX Ha MOBbI-
lleHWe KayecTBa OHKOJIOTMYECKON MOMOLLM HaceNeHuo.
Bonblias ponb 3€cb OTBOANUTCS MaBHbIM BHELWTATHbIM Crie-
LManucTam no JeTCKOM OHKOMorMu B cybbeKktax PP, 3apaun
N QYHKLMKU KOTOPbIX PernameHTMpoBaHbl COOTBETCTBYIOLLM-
MW NpuKkasamun MuHsgpaBa Poccumn [4-6].

o AaHHbIM HauMOHaNbHbIX KaHuep-pernctpos CLLUA,
KaHagabl, fepmanuun, PuHnaHanm n ABctpanuun, obuias 3a6o-
NIeBaeMOCTb  3/10Ka4eCTBEHHbIMW HOBOOOGPa30BaAHUAMMU
B 2013 r. B aTUX cTpaHax cocTtaBnsana 15-17 Ha 100 Tbic.
[eTCKOro HaceneHus B Bo3pacte 0-17 neT, BO3pacTHOM
MUK NPUXOAMNCS Ha OeTen NepBoro roga Xu3Hu (23-24 Ha
100 TbIC.). 3a601€BAaEMOCTb POCCUNCKUX AETEN B 3TON BO3-
pacTtHow rpynne B obuLManbHOW CTAaTUCTUKE HE Y4UTbiBa-
nacb [7]. OgHaKO NOXOXKMe TEHAEHUMW MpocnexuBatoTcs
n B Poccuun, roe nuk 3aboneBaemMoCcTv AeTer NpuxoauTcs
Ha 0-4 roga [8, 9]. CpeaHun ypoBeHb 3aboneBaeMoCTH

Puc. 2. CBA3b 4011 6ONbHbIX, HAaNPaBNeHHbIX B befepanbHble
KIUHUKHK, C 06€CNeYEHHOCTHI0O OHKOMOMMYECKON MOMOLLbIO B pa3dHbIX
denepanbHbIX okpyrax Poccuickon deaepaumm
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[leTeN OHKONOrMyeckumun 3aboneBaHnsmu B PO B 2013 1.
coctaBun 12,4 Ha 100 TbiC. 4eTCKOro HaceneHus. NocKonbKy
Heaoy4veT 3aboneBlnx aeten B Poccum B HacTosiliee Bpems
MOXeT cocTaBfaTb He meHee 20%, MOXHO oxuaaTb pocTa
nokasaTens 3a6on1eBaeMoOCTU BMECTE C paclUMpeHneEM ana-
FHOCTUYECKMX BO3MOMXKHOCTEN Ha 3Tane CKPUHUHIa AETCKOro
HaceneHus.

o peKomMeHaauMAM 3KcnepToB BcemupHoOM opraHu-
3auMK 34paBOOXpPaHEHns, ANa KnaccuduKauun OEeTCKMX
onyxonen Ao/KHa Ucnosb3oBaTbca MexayHapoaHas Knac-
cuduKkaumsa onyxonen y geten (ICCC), ocHoBaHHasi Ha Mopdo-
NIOrnyeckux Kogax. B HacTosiLee Bpems OTHETHbIE CTATUCTH-
yeckue GopMbl Mo 3a60/1IEBAEMOCTU U CMEPTHOCTM B Poccumn
OCHOBaHbl Ha Tonorpaduyeckmnx Kogax MKB-10, KoTopble
B OCHOBHOM OpPWEHTMPOBaHblI Ha B3POCAbIX, MO3TOMY ANA
TaKMX HO30J/I0rMYecKMx GopM, Kak HernpobnactomMa, PETUHO-
6nacTtoma, repMUHOrEHHbIE OMYyXOSKW, YPOBEHb 3aboneBae-
MOCTU U CMEPTHOCTU [AETEN OLEHWUTb HEBO3MOXHO. Kpome
TOro, B OTYETHbIX GopMax rno 3aboseBaemMocTM Heo6xoaMMo
BBECTM BO3PACTHYIO rpynny 4o 1 rofa, Ha KOTOPYo NpuxoauT-
cs MUK 3aboneBaeMoCTU AeTen 3/10KayeCTBEHHbIMU HOBO-
06pa30BaHUSMK, a TaKKe A0I0 MOCMEPTHbIX AMArHO30B Yy
[eTen Aans pasHblX Ho3oM0rmMn. PaspaboTka crneuunanbHOro
[ETCKOro BKIajbllla B rocyAapCTBEHHYO OTYETHOCTb NO3BO-
JIUT NPUBANU3UTL PETUCTPALMIO EeTEN CO 3N10Ka4YeCTBEHHbIMM
HOBOO6GPA30BaHUAMMW B Hallen CTpaHe K MeXAyHapOAHbIM
CTaHAapTam W OLIEHUTb peasibHYl0 OHKOMIOMMYECKY CUTya-
LIMIO Cpeamn AeTCKOro HaceneHus.

AHann3 BbIXMBAEMOCTU TpebyeT HaKOMNEHWS AaHHbIX
3a ANWTENbHbIM Nepuog BPEMEHM, T.K. 3M0Ka4YeCTBEHHbIE
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OpuruHanbHas ctaTbf

HOBOOGpa30BaHUA Yy AeTen aBnsioTcs opdaHHbIMKM 3abo-
NeBaHMAMM, HO MMEHHO 3Ta XapaKTepuCTMKa onpeaensiet
3PGDEKTUBHOCTb OKa3aHWA MeOMUMHCKOWM nomouwu. Jlnwb
B HEKOTOPbIX pernoHax Poccuu OencTBytoT Tepputopuasib-
Hble KaHLEep-PerncTpbl, B CUY Yero AaHHble NOnyasLMOHHOM
BbIKMBAEMOCTU [eTel CKyAHbl M He Bceraa AOCTOBEPHbI.
My6nuKyemble OTYETHI BKKOYAIOT, Kak NpaBunio, peaynbraTtbl
aHanM3a BbIXXMBAEMOCTU MO OTAENbHbIM IEYEGHbIM YYpPEXK-
neHusam [1]. Moxkem yTBep»KaaTtb, 4To B Poccuun oTCcyTCTBYET
npsaMas CBsi3b Mexay 3ab0neBaemMOCTbio AeTer 3/0Kaye-
CTBEHHbIMW HOBOOGpa3oBaHuaMKM B PO, BbIABASEMOCTbIO
3ab60/1eBaHMI Ha paHHUX CTagusIX U YUCNIOM Bpayen c cep-
TUPUKATOM «AETCKUIM OHKOJIOM». ATO CBUAETENLCTBYET O HU3-
KOM OHKOMOrM4yecKorm HaCTOPOXKEHHOCTM Bpaven obuiero
npoduns, Nno3gHem o6palleHUM NaLMEeHTOB B MEAULIMHCKUE
yyperaeHms u HU3Kom aPpOEKTUBHOCTU AMCNaHcepusaLmm
B fle4eBHbIX yupexaeHnsax. MIMeHHO B 3TOM COCTOMUT NpUYKHa,
yto B 80% cny4yaeB OHKoMorMyeckme 3abosieBaHus y aeten
o6HapyKuBaltoT yxKe Ha llI-IV cT., 4To xapaKTepHO Ans BCeX
pernoHoB 1 PO [7]. COOTBETCTBEHHO, UMEHHO 3TUM Npobne-
Mam crnegyeT yaenuTb NepBOCTENEHHOE BHUMAHME.

Heo6xoanMmMo oTMEeTUTb, 4TO B Poccun oTCyTCTBYET CTaTh-
CTWKa eXeroAHo BbINONHAEMbIX BaXKHENLUMX BbICOKOTEXHOMO-
TMYHbIX BUAOB MEAMLIMHCKOM NOMOLLM, TAKMX KaK TpaHcnaaH-
Tauus KOCTHOro Mo3ra, 3HAOMPOTE3MPOBAHNE KOHEYHOCTEN
W T. 4. U3BECTHbI N1Llb NpubananTenbHble unudpbl. ExxeroaHo
B K/JMHUKax Poccumn ocyuwectensetrca ao 300 TpaHcnnaHTa-
LM KOCTHOIO MO3ra, NPU 3TOM HE MEHEee MOMOBMHbI U3 HUX —
nauMeHTaMm ¢ HEOHKOIOTMYECKUMU 3a6oneBaHusMu?. Tak,
no gaHHbIM Ha 2013 r., B HUN 40T POHL, nm. H.H. BnoxuHa
6b110 BbinonHeHo 50, B HAW geTcKkon rematonorvm, OHKO-
lorun v TpaHcnnaHtonorun um. P.M. fTop6ayéson — 50-70,
B HKL, AFON um. . PorayéBa — 200 (BKItO4as Heomnyxosne-
BYIO MaTONOrMi0), B LleHTpe AeTCKON OHKONOrMK U reMaTtono-
rmn OAKB N2 1 r. EkatepuHbypra — 10-15 TpaHcnnaHTaumm
KOCTHOro Mo3ara. B apyrnx knnHukax Poccmn ykasaHHas npo-
Lefypa He BbINoSHAETCS.

Kpome Toro, exerogHo B Poccuum BbiNoaHSETCS A0
65-70 opraHocoxpaHsLWMX onepaummn (3HAONPOTE3UPO-
BaHWM) Ha KOHEYHOCTHAX MPM KOCTHbIX CapKomax. M3 Hux
B HUM AOT POHL, um. H.H. BnoxnHa — 45-50, B ®HKL,
AOron wm. 4. Porayuésa — 5-7, B HIMLU «ConHueso» A3
r. MockBbl — 3-5, B HUN oHKonorun um. H.H. MNMeTpoBa —
5-7, 8 UATO um. H.H. Mpuoposa — 1-2. Cnepgyert, oaHakKo,
OTMETUTb, YTO NPUBAN3UTENbHAA exerogHas NoTpebHOCTb
B TaKMX oMnepaumsax Ha OCHOBaHWK CTAaTUCTUYECKMX [aH-
HbIX oueHuBaeTcs B 130-150 [1]. lpoyne BbICOKOTEXHO-
NIOTUYHbIE U OpPraHOCOXpaHsowmne onepauun BbINOAHAIOT
npenmylecTBeHHO B deaepanbHblX U MeEXpPernoHanbHbIX
LeHTpax. B 87% pernoHoB XMpypruyecKkum atan nedvyeHus
obecrneynBaeTcs CUNamMum XUPYpros OTAENEHWN HEOHKO-
nornyeckoro npoduns. Npu neyeHun geten ¢ CONUAHbIMMU
3/10Ka4eCTBEHHbIMW HOBOOGPA30BaHUAMMU, TaKUMKU KaK
0ocTeocapKoMa, CapKOMbl MATKMX TKaHEMN, OMyX0au MeYeHu,
HenpobnacToma, Onyxosu ronoBbl U WWEeW NapamMeHUHreasnb-
HOW JIOKanusauumun, OCOBEHHO B cay4vasix Heob6XoAMMOCTH
nNpoBefeHUs BblICOKOKBaNUOULMPOBAHHbBIX XMPYPrU4ECKMX
BMeLLaTeNbCTB, UMEIKOTCH CI0XHOCTH, CBSI3aHHbIE C OTCYT-
CTBMEM HEOBXOAMMOrO Yncna KBanuduLmMpoBaHHbIX Creum-
anuctos [8].

KIIMHUYECKUX LIEHTPOB (MEPCOHANbHbIE COOBLLEHUS).

MMnnaHTUpyeMble BEHO3HbIE MOPT-CUCTEMbIS NpUMeEHS-
0T MMWb B 13 KNKMHMKaxX Poccun, 3aHUMALOLLMXCS TeHYeHUeM
[OeTen C OHKOMornMyecknumm 3aboneBaHUa MK, U3 HUX 6 pac-
nonoxeHbl B Mockse, 2 — B CaHkT-lleTepbypre, no 1 —
B KpacHogape, EkaTepuHbypre, HukHem Hosropoge,
ApxaHrenbcKke n NpKytcKe. Llenecoobpas3HoCcTb pacllMpeHns
3TOro BMAA MEAULIMHCKOM NOMOLLM NPOANKTOBAHA He TONbKO
ee 9OPEeKTUBHOCTbIO, HO U SKOHOMMUYECKUMU MPUYMHAMMU.
CornacHo JaHHbIM KIMHUKO-3KOHOMMYECKOro aHanusa, npu-
MEHEeHWEe ONUTENbHbIX CUCTEM BEHO3HOro AOoCTyna MeHee
3aTpaTHO MO CPaBHEHMIO C BHELWHWMU LLEHTPalbHbIMKU Be-
HO3HbIMW KaTeTepaMu, a UX UCMONb30BaHWE CONPOBOXKAAET-
€Sl MEHbLUMM PUCKOM Pa3BUTUSA OCMOXKHEHUI, B T.4. MO MNpu-
YMHE HapyLEeHUs NPOTOKONOB fiedeHuns [9, 10].

B pa3BuTbix CTpaHax BCE OMUCaHHbIE BbllE COBPEMEH-
Hble TEXHOMNOMMKU fleYeHUs1 BHeAPEeHbl BO BCEX KIMHMKaX,
3aHMMAOLWMUXCA NIeYEeHMEM JeTEN C OHKONOrMYEeCKMMU 3a60-
NleBaHUSAMM, YTO FOBOPUT HEe TOMIbKO O A4OCTAaTO4YHOM YpOBHE
dUHaHCHMpPOBaHKS, HO U 06 06ecnevYeHHOCTU KIMHUK Heob-
XOAMMbIM 4YUCNOM KBanMdULMPOBAHHbLIX CMeLMUannucToB.
B Poccuu, Kak nokasanu pesynbTaTbl HACTOSILLErO0 UCCEeao-
BaHusg, 6onee 1/3 Bpavyen HEOOGXOAMMO MPOUTU OOMOSHU-
TenbHoe oby4yeHune Mo cneunanbHOCTH «AeTCKas OHKOMOrmUs».
Mpn 3TOM cneayeT y4nTbiBaTh, YTO XMPYPrMYECKMMU MeToAa-
MU Nle4eHns JeTen JOMKHbI 3aHMMaTbCs crneLuanmcTbl, Npo-
wegLmne NogroToBKy No cneunanbHOCTH «4eTCKas XMpyprus»,
4TO CcO6Mt0AaeTCs HE BO BCEX OTEYECTBEHHbIX KIIMHWKaX. 31O
06CTOATENBbCTBO YKa3blBaeT Ha Heo6XoAMMOCTb pedopMu-
pPOBaHMS CUCTEMbI MOATOTOBKM MEAMLMHCKMX KaapoB B pac-
cMatpvBaeMon o6nacTu.

OTMETUM TaKKe M Ype3MEPHYIO Harpy3Ky Ha 04HOro Bpa-
Yya, 3aHMMaloLLEerocs nevyeHnem geTen ¢ OHKONOrMYECKUMMU
3aboneBaHnamMu. B cpegHem no PO oHa coctaBnsieT 8,7 nep-
BMYHbIX NMauMeHTOB B rof, a B page PO 3ToT nokaszaTtenb
cyuiectBeHHO Bblle. Hanpumep, B CKPO oH paBeH 22,9,
B YPO — 9,2. lpu 3TOM B pa3BUTbIX CTpaHax AaHHbIM NOKa-
3aTeNlb He npeBsblwaeT 5 [7]. Cpean apyrmux npobaem, uMeto-
LMXCA B OpraHn3aLn MeauumMHCKON MOMOLLM JETAM C OHKO-
NIOTMYECKUMM 3a601EBAHUAMM, MOXKHO BblAENUTb OTCYTCTBUE
OHKO/IOTMYECKOM HAaCTOPOXKEHHOCTHU Y NeanaTpoB, OKa3aHue
MEANLMHCKOM MOMOLM HenpodUabHBIMU CTaLMOHapamu,
pas3nuynsa B cTaHAapTax U MPOTOKONaX Ie4YeHUs B Pas3nnyHbIX
nieyebHbIX yupexaeHusax n ap. [2].

Heob6xoanMbIMK YCNIOBUAMM ANS MOBbLIWEHUS KadvecTBa
MeAMLMHCKON NMOMOLLN SBNSAIOTCA COBEPLUEHCTBOBaHWE 6a-
3bl CMeunanmM3npoBaHHbIX YYPEXAEHUI, BblBNEHWE AeTeMn
C PaHHUMKU cTaguamMu 3aboneBaHus U TpaHCAALMs coBpe-
MEHHbIX CTaHA4apPTOB ANArHOCTUKK U NIe4EHNUS B PErnoHbI [8].
OaHaKo 06eCcrnoKOEHHOCTb Bbl3biBaeT TOT GaKT, 4TO 60/blUOe
4YMcno B60JIbHbIX C OHKONOrMYECKOW NaToNorMen B permoHax
fleyaTcs Ha KOMKax CMeLWaHHbIX OTAeNIEHUI (remartonormye-
CKMX, XMPYPrUYECKMX, KapaAUONOrMYECKHMX, B OTAENEHMAX AN
B3pocnbix). [leTu, rocnutann3mpoBaHHble B OTAENEHUS, pac-
NoJIOXKEHHble Ha 6a3ax 06NacTHbIX WK KpaeBbix 60bHWUL,
He MMEIOT BOSMOXKHOCTHM ANs NPOBEAEHNS HEKOTOPLIX BUAOB
ONarHoCTUKKM (pagnomnsoTonHon, 3avactyio KT, MPT, mop-
GONOrMYECKNX U MMMYHOTUCTOXMMUYECKUX WUCCNELOBaHWUM,
UMMYHODEHOTUNMUPOBAHUS U Ap.).

KomnnekcHoe nnv KoMGUHMPOBaHHOE flevyeHne Ha 6ase
061aCTHON MKW KpaeBoW 60/bHULbI TAKXKEe 4acTO HEBbINO-

[laHHble N0 BbICOKOTEXHONOMMYHOM MEAMULIMHCKON NOMOLLM MPUBAN3UTENbHBIE, OCHOBaHbI Ha OLLEHKaX CNeLuanmucToB U3 COOTBETCTBYIOLLMX

MmMnnaHTMpyeMble BEHO3HbIE MOPT-CUCTEMbI ABASIOTCA CUCTEMAMMU ANIMTENIbHOrO BEHO3HOI0 AOCTyNa M MCMNOb3YOTCA C Liefblo npoBeae-

HUS XUMUOTEPANEBTUYECKOTO JIEYEHUS Y IETEN C OHKONOrMYECKUMU 3a601eBaHUAMM, GEPMEHTO3aMECTUTENIbHOM Tepanuu y naLMeHToB C

opdaHHbIMK 3a60N1EBAHUAMMU, @ TaKKe MPU NaNIMaTUBHOM NIEYEHUN.



HUMO B CBSI3M C HEBO3MOXHOCTbIO NMPOBEAEHUS Pa3INYHbIX
BWAOB /ly4€BOW Tepanuu U CNOXHbIX, B T.4. OPraHOCOXpaHs-
IOLLMX, XMPYPrUYecKux BmellaTenscTs. bonee Toro, B HEKOTO-
pbIX pernoHax oTKasbiBaloT B NPOBEAEHMM lyHEBON Tepanuu
AeTAM Mnafwero v AOWKONbHOro Bo3pacTta. B pernoHasnb-
HbIX OTAENEeHUsaX B OCHOBHOM MpPOBOAMTCS CTaHAapTHas
XummoTtepanusa. He pa3Buta ceTb OTAENIEHUM TpaHCMnaHTa-
MM KOCTHOrO Mo3ra.

He mMeHee aKTyanbHa v npobiaemMa opraHusauuu nannu-
aTMBHOW MOMOLIM AETSAM C OHKONOrMYECKMMMK 3ab0NieBaHU-
amMun. B HacToswee Bpemsa B Poccun GYHKLMOHUMPYIOT NULb
2 neTcKkumx xocnuca B CaHKT-leTepbypre n 1 xocnuc Ha oMy
B MocKBe, Toraa Kak B apyrux ®0O nogo6Hble yypexaeHus
OTCYTCTBYIOT.

KpaTkue npakTU4ecKue peKomMeHgauum
C uenblo COBEPLUEHCTBOBAHUSA OKalaHWUs MeAMLIMHCKOM

NOMOLLM AETAM C OHKONIOrMYECKMMK 3a601eBAHUSAMM, CHUTA-

eM HeobXxoaUMbIM:

® OBbICUTb NPEEMCTBEHHOCTb B OKa3aHUW MeAULIMHCKOMN
NMOMOLIM Ha peruvoHanbHbiX M deaepanbHbiX YPOBHSX,
a TaKxXKe Mexay creunannuctaMu rno B3pocion n AeTCKOM
OHKOJIOrunu;

® co3JaTb AETCKME KaHuep-perncrtpbl B Kaxagom ®O PP
C perynsipHbiM aHanM3oM AaHHbIX U UX AOCTOBEPHOCTH,
NMOCKONIbKY B HacTtosilee BpemMs (GUKCUPYETCH HU3Kas
[I0CTOBEPHOCTb CTAaTUCTUHECKUX AaHHbIX;

® pPa3BUTb CETb JETCKUX XOCMNCOB, B T.4. XOCTIMCOB Ha I0MY,
a TaKKe BHEeCTU M3MeHeHus B MpunoxeHne N2 3 K npu-
Kaldy MwuHsgpaBa Poccum ot 12.11.1997 N2 330
«O mepax no yny4dLleHuto y4yeTa, XpaHeHus, BbINMUCbIBaHUSA

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIMKT MUHTEPECOB

M UCNONb30BaHMUSA HAPKOTUYECKMX CPEACTB M MCUXOTPOIM-
HbIX BELLECTB», MOBbLICMB pa3peLleHHble HOPMbl UCMOSb-
30BaHUS HAPKOTUYECKNX 06€360N1MBalOLLMX NpenapaTtoB
C y4€eTOM OMNTUMasbHbIX 4O3UPOBOK;

® HayaTb paboTy MO BHYTPEHHEMY W BHELIHEMY ayauTy
KOHTPONS KayecTBa OKa3aHWs MEAMUMHCKOM MOMOLLM
C aHaNM30M BCEX 3aMnyLLEHHbIX Cly4aeB OHKONOMMYECKMNX
3a60/1eBaHUI Y AETEN, a TaKKe CllyYaeB HECBOEBPEMEH-
HOW [AMarHOCTMKM M Bblbopa HeageKBaTHOM nevyebHoMn
TaKTUKMN.

3AK/IIOMEHME

AHann3 CTaTUCTUYECKUX MaTePManoB, CoepIKalLlmx cBe-
JeHus o 3ab6071eBaeMOCTM AETCKOro HaceNeHus CTpaHbl,
pecypcax 1 AedaTeNbHOCTH yYpEXAEHNI 3a4paBOOXPaHEH NS 3a
2013 r., noKasan, YTo opraHusaums MeamuMHCKON NoMOoLLM
OETAM C OHKOMOrMYyecKMMn 3aboneBaHUs MU B OTAENbHbIX
cy6bekTax Poccuitickon depepaumy HyKaaetcs B COBep-
LWeHCTBOBaHMW. pn 3TOM ONTUManbHbIMW Mepamu OyayT
cO3[aHue cneunannu3MpoBaHHbIX KIMHWUK WX OTAENEHUI B
Kaxaom u3 8 denepanbHbix OKPYroB, nepepacnpeaeneHune
MEeXAy HUMK Ynucna UMEIOLMXCS KOEK M MOArOTOBKA Heob-
XOAMMOrO 4Yucna cneunanmcToB. 3To NO3BOJUT CyLLECTBEH-
HO ONTMMM3MPOBATb MaplpyTU3aLM0 NauMeHTOB, cBeas
K MUHUMYMY NPOLEHT 60/bHbIX, HanpaBAsSemMblX Ha eYeHne
B ¢denepanbHble HNUM MockBbl U CaHKT-leTepbypra. lMpu
3TOM MOArOTOBKE CNeunanncToB cneayeT yaenuTb nepsocre-
neHHoe 3Ha4YeHne, MOCKOMbKY NPOLLEHT NaLMEHTOB, Hanpas-
NeMbIX Ha fleyeHune gaxe B 060pyAOBaHHbIE U OCHALLEHHbIE
KOMKaMW KIUMHMKK ropodoB dpeaepanbHOro 3HayeHus, octa-
€TCS BbICOKMM.

ABTOpPbI JaHHOW CTaTbW MOATBEPANIN OTCYTCTBME KOHDIMKTA MHTEPECOB, O KOTOPOM HEOBXOANMO COOBLLINTD.
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KU3HKU y aeTen ¢ 3abosieBaHNSIMN cepAeYHO-COCyAUCTON cucTeMbl. MeTogbl: B NpOCNEeKTMBHOM MCCeA0BaHMM OLeHMBaIn
HaZeXHOCTb OMPOCHUKA (BbIYUCSS a-KOdYPuUmneHT KpoHbaxa), ero BaangHoCTb — MyTemM CpaBHEHWUS OTBETOB MaLMNeHTOB,
MMEBLUMX PasingHylo ¢paKkuymio Bblbpoca (KOHCTPYKTMBHas BajMAHOCTb), M CPaBHEHWUSI OTBETOB M0 LKaaaM OMPOCHU-
Ka PedsQL Cardiac Module co wkanamu oblyero ornpocHuka PedsQL Generic Core Scale (KOHBepreHTHasi BaJlugHOCTb).
YyBCTBUTEIbHOCTb OMPOCHMKA OMNPEAENANN, BbIYMCSS PA3/IMYMS MEXKY BEIMYMHAMMU NOKa3aTe el KavyecTBa KU3HM JeTel
Ha MOMEHT MX NnepBoK rocnutanmdaumnu (1-1 To4Ka) M 4epe3 4 Mec rocse Hadvyasa KOMIJIEKCHOM Tepanuun (2-s ToYKa).
Pe3ynbTtatbl: B nccaegoBaHum npuHsa yyactme 61 pebeHoK ¢ cepaeyHon HeAoCTaTOYHOCTbIO (C XPOHUYECKMM MUOKapan-
TOM — 25, gunataunoHHon Kapanommonatmen — 36). MeanaHa Bo3pacTta nayneHToB coctaBuna 12 (4; 15) net. OnpocHuK
[l0KasaJl CBOK Ha[EXXHOCTb (3Ha4YeHUs1 a-KoagppuLmeHTa KpoHbaxa no pasanyHbiM 610KaM BapbupoBaan ot 0,75 o 0,91)
W YAOBIETBOPUTEIbHYIO KOHCTPYKTUBHYIO M KOHBEPrEeHTHYI0 BainAHOCTb. [lpu 3TOM y aeTen ¢ ¢pparuymen Bolibpoca < 60%
3Ha4YeHMs MoKasaTesisi KayecTBa KM3HW BblIM HUXKE, YeM y AeTei ¢ 60siee BbICOKUMN 3HAYEHMUAMM PpaKLUmu Bblbpoca.
[MoBbiLEHME OLEHKM KadeCcTBa XU3HU Ha POHE NPOBOAMMOIO JI€4EHUS YKa3biBaso Ha YyBCTBUTE/IbHOCTb OMPOCHUKA K M3Me-
HEHWAM COCTOSIHMS MaLneHTOB. 3aK/IlDYeHHe: y0B/IETBOPHUTEIbHbIE TCUXOMETPUYECKME XapaKTePUCTUKN PYCCKOS3bIYHOM
BEpPCUU KapAMNOSIOrM4ecKoro Moaysi ornpocHuka PedsQL 3.0 no3Bo/isOT UCMOIb30BaTh €ro 418 UCcaefoBaHui B 061actm
KayecTBa XKM3HU y feTel ¢ cepAeqHON HEAOCTAaTOYHOCThIO.

KnioyeBble cnoBa: geT, Ka4ecTBO u3HM, PedsQL 3.0, KapanoI0ru4ecKnit Moaysb, HaAEKHOCTb, BaJUgHOCTb, YyBCTBHU-
TE/IbHOCTb.

(Ana uynTupoBaHmsa: YepHukoB B.B., BuHsapckas U.B., Co6oneBa K. A., bacapruHa E.H., XapoBa O.[1. JIuHrenctmyeckas
paTndmMKauma n Banvaauunsa Kapguonornyeckoro moayns Pediatric Quality of Life Inventory 3.0. Bonpockl coBpeMeHHOM
neanatpmmn. 2015; 14 (6): 692-698. doi: 10.15690/vsp.v14i6.1478)

OBOCHOBAHME WHCTPYMEHTa A/19 OUEHKW Ka4vecTBa XW3HU BO3MOXKHO
B meanLMHCKON HayKe uccnefoBaHns B 061acTu Kave- nocne npoBefdeHUs ero A3bIKOBOW W KynbTypHOW apar-
CTBa }KW3HW MPOBOASAT NPU NMOMOLM CTaHAAPTUIUPOBaAH- Tauuun [1, 2]. OAHOBPEMEHHO C 3TUM OMPOCHMK [OMKEH

HbIX MHCTPYMEHTOB — OMPOCHWMKOB. [pMMEHEHMEe HOBOIro UMeTb YOOBNETBOPUTE/IbHbIE MCUXOMETPUYECKUE CBOW-

V.V. Chernikoy, I.V. Vinyarskaya, K.A. Soboleva, Ye.N. Basargina, O.P. Zharova

Scientific Center of Children’s Health, Moscow, Russian Federation

Linguistic Ratification and Validation of Pediatric Quality
of Life Inventory 3.0 Cardiac Module

Objective: On the basis of international requirements to create a Russian version of the international instrument Pediatric Quality of
Life Inventory (PedsQL) 3.0 Cardiac Module, used for assessment of the quality of life in children with cardiovascular diseases. Methods:
In a prospective study it was assessed the reliability of the questionnaire (calculating Cronbach's alpha coefficient), its validity —
by comparing the responses of patients who had a different ejection fraction (construct validity), and comparing the responses
on the scales of PedsQL Cardiac Module questionnaire with the scales of the common PedsQL Generic Core Scale questionnaire
(convergent validity). The questionnaire sensitivity was determined by calculating the difference between the values of quality of life of
children at the moment of their first hospitalization (1st point) and in 4 months after the initiation of combination therapy (2nd point).
Results: The study involved 61 children with heart failure (chronic myocarditis — 25, dilated cardiomyopathy — 36). The median of the
age of patients was 12 (4; 15) years. The questionnaire proved to be reliable (the values of Cronbach's alpha coefficient for different
units ranged from 0.75 to 0.91) and satisfactory constructive and convergent validity. Therewith, children with ejection fraction <60%
had lower values of quality of life than children with higher ejection fraction. Increase in assessment of quality of life in the course
of the administered treatment pointed to the questionnaire sensitivity to changes in patients' condition. Conclusion: Satisfactory
psychometric characteristics of the Russian version of PedsQL 3.0 Cardiac Module questionnaire allow to use it for research in the field
of quality of life in children with heart failure.

Key words: children, quality of life, PedsQL 3.0, cardiac module, reliability, validity, sensitivity.
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CTBa, TaKMe KaK HafeXHOCTb, YyBCTBUTENbHOCTb U Banua-
HOCTb. B cnyyae Korga MHCTPYMEHT OTBEYaeT 3TUM XapaK-
TEPUCTUKaM, €ro MCrnofib30BaHWE CUYMTAETCSH BO3MOXKHbIM
1 KOpPEeKTHbIM [3].

Hanbonee pacnpocTpaHeHHbIM B MWpPE [A1s OLEHKH
KayecTBa XW3HWU y AeTen ¢ 3aboneBaHUaAMM cepaua aBns-
eTca cneunanbHbii Modynb o6ulero onpocHuKa Pediatric
Quality of Life Inventory (PedsQL) 4.0 Generic Core Scale —
PedsQL 3.0 Cardiac Module [4]. MHorne 3apyb6erHble
nccnegoBatenn [oKasanu YAOBNETBOPUTENbHbIE MCUXO-
METPUYECKNE CBOWCTBA AaHHOINO MOAyNs, YTO NO3BONSET
MCNoNb30BaTb €ro B A€TCKOW Kapaunonormum [5-7].

MN3yyeHne KayecTBa MKU3HW MpU LAUTENbHO TEKYLWMX
XPOHUYECKMX 3a60/1€BaHNAX NO3BONSET NONYYUTb M OLLEHUTb
06bEKTUBHbIE AaHHbIE O HAPYLWEHWN B COCTOSIHUM 340POBbS,
OLEHUTb UX B AMHAMUKE, a TaKKe CNYKUT OAHUM U3 KpUTEPU-
eB 3pDEKTUBHOCTN NPOBOAMMOroO sieveHus [8].

Llenbto Hawero wuccnegoBaHus Obl0 €CO3[4aTb PYCCKO-
A3bIYHYIO BEPCUID Kapaunonornyeckoro moaynsa PedsQL 3.0
Ha OCHOBE COOTBETCTBYIOLIMX MEXAYHAPOAHbIX TpeboBaHMM
K IMHIBUCTUYECKOW paTUdUKaLMKN U BannbaLmm MHCTPYMEH-
TOB OLLEHKM Ka4yecTBa XU3HW.

METOAbI
Aun3aiH uccnegoBaHus
MpoBeaeHo NPOCNeKTUBHOE UCCiefoBaHMe.

Kputepuu cooTBeTcTBUSA
Kputepnn BKIOYEHUS:

° nauuneHTbl 060ero nosa B Bo3pacTe oT 2 Ao 18 ner;

® Hanuyune cepaevyHon HeaoCTaTOHHOCTH;

® 3anosiHeHHoe MHPOPMHUPOBAHHOE cornacue Ha yvyactue
B UCCNeaoBaHuUM.

Kputepnn HeBKIOYEHUS:

® couuanbHble MK A3bIKOBble Gapbepbl, KOTOPbIE MOMKU
6bl NpensaTcTBOBaTL NPOBEAEHMIO UCCNEA0BaHNS;

e conyTtcTByloWMEe 3a60NeBaHNA UM OTAIMYHbBIE OT HOPMbI
nabopaTopHble NoKa3aTtenn, KoTopble MoK 6bl (MO0 MHe-
HUWIO MccnepoBaTens) NOBAMATbL Ha ydacTMe nauueHTa
B UCCeaoBaHuM.

MpoAoNKUTENBHOCTb UCC/IEA0BAHUA

OLEHKY KayecTBa KMU3HW OCYLLECTBASIM B AE€Hb rOCMU-
Tanu3auun B Kapauonorudyeckoe oTaeneHuwe HayyHoro
LleHTpa 3aopoBbs geten (MockBa), NOBTOPHO — 4epes
4 mec. MNeproa npoBeaeHns uccnegoBaHms: okTa6pb 2009 —
anpenb 2011 .

OnucaHue onpocHUKa
Kapaunonornyeckun mogynb onpocHuka PedsQL 3.0

CcoCcToUT 13 23, 25 nam 27 BONpocoB, KOTopble 06beanHEHbI

B crnefyloume WwKanbl:

e npobnemsbl ¢ cepaLem — 7 BOMPOCOB (OueHMBatoT 6ose-
BOW CUHOPOM, OU3UYECKYID aKTMBHOCTb, COH, 4acToTy
pecnupaTopHbIX 3ab6oneBaHnin);

e Je4yeHne — 3 uan 5 BOMNPOCOB (OLEHMBAIOT perynsap-
HOCTb MpUemMa IeKapCTBEHHbIX CPEACTB, UX MEpPEeHOCH-
MOCTb, 6€CMOKOMCTBO, CBA3aHHOE C MOBOYHbIMU 3P DEK-
TamMu neKkapcTs);

e OTHOLWIEHWE K BHeWHOCTM — 3 BoMpoca (OoLeHuBatoT
OTHOWeHWe pebeHKa K CBOEN BHELWHOCTU, K OLeHKe ero
BHELWHOCTN CO CTOPOHbI OKPYXKatoLLMX);

® TPEBOXHOCTb, CBfi3aHHas C neyeHnemM — 4 Bonpoca
(oueHuBalOT 6€CrNOKONCTBO, CBA3AHHOE C MocelleHnemM
Bpaya, OTHOLEHNE K MOCEeLLEeHNO 60NbHULbI U MPOXOXK-
[EHUIO NIeYEHNS);

e npobnembl ¢ 06ydyeHneM — 3 nam 5 BOMpPocoB (OUEHMU-
BalOT HapPYLWEHUA KOrHUTUBHBIX QYHKUMK M npobrembl
C YCBOEHMEM M3y4aemMoro matepuana);

e o6ueHMe — 3 Bonpoca (oueHWBalT 3aTpyAHEHMUS,
CBAI3aHHble C O6LIEHMEM C MEAULMHCKMM MepcoHanom
W APYrMmMu NtogbMun No NoBoay cBoero 3abosieBaHus).
Yucno BOMPOCOB B OMPOCHMKE 3aBWCWUT OT Bo3pacTa

onpawmnBaeMblXx (OMPOCHUK NpeAHa3HayeH ANS OLEHKM

KayecTBa »M3HM B 4 BO3pacTHbiXx rpynnax — 2-4, 5-7,

8-12 n 13-18 ner). WKana «Jle4yeHne» B dpopmax ans

neten B Bospacte 2—-4 u 5-7 net umeer no 3 Bonpoca

B OT/IMYME OT APYrnx Bo3pacTHbIX Gopm. TakxKe B dopme ans

feten B Bospacte 2—4 net wkana «[1pobnembl ¢ 06y4eHnem»

coAepxuT 3 Bomnpoca Mo CpaBHEHWUIO C ApyrMMu dopma-

MW OnpocHMKa. Popma OMpocHMKa Ans AeTer B BO3pac-

Te 2—4 neT npegHasHavyeHa Ana 3anofIHEHUS POAUTENAMMU

neten, Gopmbl ANs AeTeN CTaplUMX BO3PACTHbIX rpynn — Ang

3ano/iHEHUS POAUTENSIMU U AeTbMWU. 3anoHAemMble poauTe-

NAMU BapmaHTbl ONPOCHMKA HECKOBKO OTIMYatoTes No Gop-

MY/IMPOBKE, HO CMbIC/IOBOE COAEPKAHNE BOMPOCOB OCTaeTcs

TaKMUM Xe.

[ns ouEeHKM OTBETOB WMCMOMb3YIOT LKAy, COAEpKaLLyto
BapuaHTbl oTBeToB «HuKoraa», «[oytM HuKorga», «MHorga,
«Hacto», «[Toutn Bcergar. B geTtckon popme onpocHKKa anas
[eTen B Bo3pacTte 5—7 neT npMMeHsatoT 3 BapMaHTa OTBETOB:
«Hukorga», «MHorga», «Bcerga». Y geten gaHHoOM BO3pacTHOM
rPynnbl OLLEHKY KayecTBa KM3HM NPOM3BOASAT MyTEM UHTEP-
BblOMPOBaHMS.

OnNpocHUK NO3BONSET OLEHUTb COCTOSHME pebeHKa
Ha MNpoTsXKEeHUM nocnegHero mecsaua. CymmapHbin 6ann
Nno [JaHHOWM LUKane He pacCyuTbiBaeTcs B Ciyd4ae npony-
CKa 6onee 50% BonpocoB WKanbl. [locne npouecca nepe-
KOAMPOBAHUA MNOACYMTbIBAKOT obuiee 4ucno 6annoB Mo
100-6annbHON WKane. Yem 6Gonble UTOroBas BesIMYUHA,
TEM BbIllEe Ka4yecTBO XM3HM pebeHKa. B npouecce obpa-
60TKM [aHHbIX MOryT 6blTb MOJSy4EeHbl CyMMapHble 6ansbl
MO Ka)KAow LKane ornpocHUKa.

fisblKoBasA U Ky/JibTYpHaa afanTtalua onpocHUKa

PedsQL 3.0. Cardiac Module

AHINoA3bIYHAA Bepcusi ONPOCHUKa Oblna Ntobe3Ho npe-
JOCTaBfieHa MeXAYHapOAHbIM MHCTUTYTOM MO M3YYEeHWIo
KayecTBa *M3HM Mapi Research Institute (PpaHums). B noa-
roTOBKe NepeBoja OPUEHTUPOBANUCH Ha CXEMY KPOCC-KYy/b-
TypHOW apanTauuu, npeanoxeHHyio D.E. Beaton u coaBsT.
[9]. PaboTa BKlYana crnegywowue atanbl: NPSIMOW nepe-
BOJ, O6paTHbIM NEepeBOd, 3KCMEPTHYK OLEHKY, GOpMUpPO-
BaHWe npeaBapuTeibHOM Bepcuun, anpobauuio npegsapu-
TenbHOM Bepcun, GOPMUPOBAHUE OKOHYaTENbHOW BEPCUM,
OLEHKY BalMAHOCTM OMPOCHUKa. [0 TaKoMy e anroputmy
paHee 6blM co3aaHbl PEBMATONOMMYECKMI MOAYb, MOAYNb
«CaxapHbli guabetm U Moaynb «AcTMa» ornpocHuKka PedsQL
[10-12]. Co3paHHble PYCCKOSA3bIYHbIE BEPCUU BCEX BO3-
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OpuruHanbHas ctaTbf

pacTHbIX 6I0KOB KapAMONorMyeckoro Moayns 6blivM Hanpas-
NIeHbl aBTOPY ONpocHKKa 1 B Mapi Research Institute. bbino
nony4yeHo oduuManbHoe paspelleHne Ha WMCnoib30BaHue
OMNPOCHMKA, 1 Ha4yaT NpoLecc BannaaLmm.

Banupgauua onpocHUKa

Mpouecc BanupauMu BKAKYan onpegeneHue cnegyto-
LMX NCUXOMETPUYECKMX CBOMCTB: HALEXHOCTH, BaIMAHOCTH
W YyBCTBUTENBHOCTH.

HapeHOCTb OMpoOCHWKAa, NPefoCTaBieHNE TOYHbIX WU
NMOCTOSIHHbIX WM3MEPEHUI, OLEHWBaNMU MNYTEM BbIYMCIEHUS
a-KoadouumeHTa KpoHGaxal. CornacHo craHmapTam ncu-
XOMETPUYECKMX UCCNEAOBAHUIN, 3HaYEeHME a-KOIdPULMEHTa
KpoH6axa ans rpynnoBbiX OueHOK = 0,7 cBWOETENbCTBYET
06 y0OB/ETBOPUTENIBHOM YPOBHE HagexHocTu [13].

BanupgHocTb ONpPOCHWKa SABNSETCA Mepon COoOoTBeT-
CTBMS pe3ynbTaToB MCCNefoBaHUs MOCTaBAEHHbIM 3aja-
yawm, T.e. B cnyvyae ¢ PedsQL 3.0 Cardiac Module — Toro,
HACKO/IbKO OMPOCHMK NMO3BOMSET OLLEHWBATb UMEHHO Kaye-
CTBO XMW3HW, CBA3AHHOE C CepAevHO-CoCyanCTbIM 3abone-
BaHWEM, a He He4yTo MHoe. B HacTosiwem uccnegoBaHuu
OLLeHMBaNM KOHCTPYKTUBHYIO 1 KOHBEPIEHTHYIO BaNMAHOCTb
ONpoCHKKa. [Ona onpefeneHuss KOHCTPYKTUMBHOM Banua-
HOCTM MCMONb30BaIN METOA «M3BECTHbIX FPynn»: 6blio cae-
NlaHO MPEeANoiIoKEeHUe, YTO B COMOCTaBMMbIX MO BO3pacTy
rpynnaxy aetew ¢ ppakumen Boibpoca (PB) < 60% KayecTBO
U3HU HUXKe, YyeM Yy aetent ¢ PB > 60%. KoHBepreHTHyto
BaNMAHOCTb ONpeaensnu nyteM KoppensuMoHHOro aHa-
fIM3a pesynbraToB Mo BHOBb pa3paboTaHHOMY OMPOCHUKY
C pesynbraTaMu, NoNy4eHHbIMKU C UCMONIb30BaHMEM U3BECT-
HOro BaNWMAHOrO MHCTPyMeHTa. B HacTosiwem wuccnegosa-
HUM TaKoBbIM cTan ob6uwnir onpocHUK PedsQL Generic Core
Scale. 3TOT MHCTPYMEHT onucbiBaeT ¢uanyeckoe (PD),
amMoLmMoHanbHoe (3®), counanbHoe (CP) u poneroe (PD)
dYHKUMOHUpPOBaHWe pebeHKa. Cuctema noacyeta 6annos
W nepeLlKanMpoBaHus pesynbTaToB aHanorMyHa Kapamono-
rMYECKOMY MOZYNIO.

YyBCTBUTENIbHOCTb OMPOCHWKa XapaKTepuadyeT ero
CNOCO6HOCTb PUKCUPOBATb M3MEHEHUS U3y4aemoro Mnpwu-
3HaKa (B AaHHOM clydae — WM3MEHEHWEe Ka4vyecTBa KWU3HW,
CBSI3aHHOE C HanuyMem cepaevyHo-cocyancToro 3aboneBa-
HUS). HyBCTBUTENBHOCTb PYCCKOSA3bIYHOW BEPCUMN ONPOCHMUKA
PedsQL Cardiac Module onpegenanu, BblYUCASAS pa3HULy
MEXIy BelM4YMHaMKU MoKalaTeNlen KayecTBa MMW3HW aeTewn
Ha MOMEHT rocnutanuM3auun B Kapauvonornyeckoe oraene-

Hue (1-9 ToyKa) 1 Yyepes 4 Mec rnoc/e Havyana KOMMIEeKCHOM
Tepanuun, HanpaBleHHOMW Ha KOpPPEeKLMI cepaedyHon Heao-
CTaTOYHOCTH (2-9 TOYKa).

JTHyeckan aKcnepTusa

Ha npoBegeHue nccnegoBaHus 6bl10 NOAY4YEHO paspe-
weHue JIoOKanbHOro aTMYECKOro KOMUTETa Ha COBMECTHOM
3acefaHnKn ¢ Y4yeHbiM cOBETOM HayyHOro LeHTpa 340p0OBbSs
neten (npotokon N2 12 ot 20.11.2009 r.).

CrtaTucTMY4ECKU aHaNun3

AHanu3 daHHbIX OCYWeECTBASAM NPU MOMOLLM CTaTUCTU-
yeckoro naketa nporpammbl SPSS v. 14 (SPSS Inc., CLLA).
Pasmep BbIGOPKM nNpeaBapuTE/IbHO HE pacCyUTbiBau.
[na cpaBHEHWS KOMMYECTBEHHbIX AAHHbIX HE3aBUCUMbIX
BbIOOPOK MCMNOMb30Banu Kputepun MaHHa—YUTHKU, NapHbIX
OaHHbIX (3HayeHWUs [0-Nocfie) — KPUTEPUN YUIKOKCOHa.
OnucaHne KOMWYECTBEHHbIX [AaHHbIX BbIMOMHEHO C MOMO-
Wbl MeaunaHbl (25-1; 75-M nNpoueHTUnun). AHannsa cBA3ew
OCYLLECTB/IEH NyTEM NPOBEAEHMS KOPPENSALMOHHOIO aHanu-
3a C NPUMEHEHMEM HenapamMeTpuyeckoro KoadpoduumeHTta
CnnpmeHa.

PE3YJIbTATbI

Y4yacTHUKHU ucciepoBaHua

B nccnepoBaHue 6bi1 BKIOYEH 61 nauMeHT B Bo3pac-
Te 12 (4; 15) net, manb4nkoB 6bino 35 (57%), AeBo4ek —
26 (43%). lMpuynHOM cepaevHonm HeaocTaToyHoctTu y 25
(41%) peten ctan XpOHUYECKUM MUOKapauT, y 36 (59%) —
AnnaTaunoHHas KapanomuonaTus.

Hape)XXHoCcTb pyCCKOAA3bIYHOW BEPCUU ONMPOCHUKA

PedsQL 3.0. Cardiac Module

3HavyeHnsa a-koadodunumeHTa KpoHbaxa no BO3pacTHbIM
6noKkaM WwKanbl onpocHuMka PedsQL 3.0 Cardiac Module
BapbupoBanu ot 0,75 go 0,91 (tabn. 1), 4TO yKa3biBaeT
Ha y4OBNETBOPUTENbHYIO HAJEXHOCTb UHCTPYMEHTA.

BanugHoCTb pyCCKOA3bIYHOM BEPCUM ONPOCHUKA

PedsQL 3.0. Cardiac Module

KoHcTpyKTMBHasi BalngHOCTb

AHann3 napamMeTpoB KayecTBa MWU3HW MO OMPOCHMKY
PedsQL Cardiac Module y geten B Bo3pacte 2—4 net ¢ pas-
JIMYHbIMKU 3HaYeHnamMK OB nokasan, YTo 3HAYEHUS MO LIKa-
nlam onpocHuKa «[pobnembl ¢ cepauem» n «0blweHne» yKka-

Ta6nuua 1. OueHKa HagexHocTu (a-KoaddununeHT KpoHbaxa) pyccKosidbl4HOM Bepcumn onpocHuka PedsQL 3.0 Cardiac Module

Bo3pacTtHble rpynnbi, 1eT
®dopma onpocHUKa
2-4 (n = 15) 5-7(n=17) 8-12 (n=12) 13-17 (n =17)
[eTcKas - 0,75 0,90 0,89
Pogutenbckas 0,85 0,79 0,87 0,91
1

MeToz No3BONSET CpaBHUBaTL Pa3bpoC KaXKAoro afeMeHTa onpoCcHUKa Mo OTHOLIEHUIO K 06LeMy pa3bpocy Beew WKanbl. B cnyyae Korga

pas36poc pe3ynsTaToB TeCTa MeHbLUe pa3bpoca pes3ynbTaToB AN KaXAoro OTAE/bHOro BOMPOcCa, Kax bl 3ieMeHT ONPOCHUKA Hanpas/eH
Ha 1ccnefoBaHWe OLHOMO U TOrOo Xe NpU3HaKa, ABNeHUs Unn ceoinctea. ECnun B uTore nonyyeH cnydanHbli pa3époc npu oTBETax Ha BOMpPo-
Cbl, TO BbipaboTaTb 3Ha4YeHWE, KOTOPOE MOXHO BYAET CHUTaTb UCTUHHBIM, HE NPEACTaBNAETCA BO3MOXHbLIM: CnejoBaTeNlbHO, KOAhbULMEHT
paBeH O, a TeCT CHMTAETCA HEHaEXHbIM. TeCT 6yAeT CYUTaTbCA HaleXHbIM, a ero KoadduLUMeHT paBHbIM 1 B TOM C/y4ae, eciv Bce BOMpochl

N3MePAOT OANH U TOT e NPU3HaK.



3blBa/iM Ha 60Jiee HU3KOE KavyeCTBO U3HKU Yy AeTen ¢ 6onee y AeTen B Bo3pacte 8-12 net — no wkanam «[pobnembl
TAXENbIM TEYEHUEM CEPAEYHON HeaoCTaToO4YHOCTH (Tabn. 2). c cepauem», JleveHuner n «[pobnembl c 06y4eHrnem» (Tabn. 4);
B Bo3pacTHOM rpynne 5-7-n1eTHUX pasfinima OTMeEYEeHbI y nogpoctkoB 13-18 neT — no wKanam «[pobnembl ¢ cepa-
no wkanam «Mpobnembl ¢ cepauem», «TPeBOXKHOCTb, CBS- uem», «JleyeHue», «[pobnembl ¢ o6y4eHnem» n «OTHoLEHNE
3aHHasa ¢ fieyeHunem», «[lpobnembl ¢ 06yvyeHuem» (Tabn. 3); K BHELWHoCTU» (Tabn. 5).

Ta6nuua 2. Ka4yecTBO U3HM AeTel B Bo3pacTe 2—4 neT (n = 15) B 3aBUCUMOCTH OT dpaKkummn Bbibpoca. OueHKa no onpocHuKky PedsQL 3.0
Cardiac Module

Mpo6nemsbl ¢ cepauem 66 (48; 71) 52 (27; 62) 0,041
JNeuyenve 62 (40; 80) 60 (38; 70) 0,521
OTHOLIEHME K BHELIHOCTH 86 (74; 90) 85 (75; 89) 0,831
TpeBOXHOCTb, CBA3aHHas C Ie4eHnem 74 (51;79) 70 (53;74) 0,625
Mpo6nemsbl ¢ 06y4eHneM 80 (73; 90) 82 (76; 92) 0,574
O6weHne 68 (57; 72) 51 (32; 69) 0,048

Ta6nuua 3. KayecTBo M3HM aeTelt B Bo3pacte 5-7 net (n = 17) B 3aBUCUMOCTH OT PppaKkumm BbiGpoca. OueHKa no onpocHuky PedsQL 3.0
Cardiac Module

Mpo6nemsbl ¢ cepauem 64 (42; 69) 42 (28; 64) 0,038
Neuyenne 58 (37; 96) 58 (33; 66) 0,381
OTHOLWeEHME K BHELHOCTH 66 (37; 83) 58 (37; 83) 0,784
TpeBOXHOCTb, CBAA3aHHas C 1e4eHnemM 75 (40; 75) 50 (39; 72) 0,046
Mpo6nembl ¢ 06yHeHUEM 80 (73; 90) 60 (60; 80) 0,033
O6LeHne 66 (37; 66) 66 (37; 66) 0,901

Ta6nuua 4. KayectBo U3HK aeTelt B Bo3pacte 8—12 neT (n = 12) B 3aBMCUMMOCTH OT dpaKrLmn Bbibpoca. OueHKa no onpocHuKy PedsQL 3.0
Cardiac Module
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[Mpo6nemsbl ¢ cepauem 80 (48; 86) 60 (46; 69) 0,001
Ileyenne 85 (73; 100) 70 (63; 80) 0,001
OTHOLWeEHME K BHELHOCTH 83 (71; 96) 66 (46; 83) 0,080
TpeBOXHOCTb, CBAA3aHHas C Ne4eHnem 72 (53; 84) 68 (47; 81) 0,866
Mpo6nembl ¢ 06yHeHUEM 85 (73; 90) 70 (60; 80) 0,002
ObLeHne 75 (54;91) 66 (58; 83) 0,761

Ta6nuua 5. KayectBo KM3HW NOAPOCTKOB B Bo3pacTe 13-18 net (n = 17) B 3aBUCMMOCTHM OT dpaKLmMmK BbiGpoca. OLeHKa Mo OMPOCHUKY
PedsQL 3.0 Cardiac Module

[Mpo6nemsbl ¢ cepauem 65 (48; 78) 50 (41; 60) 0,001
Neyenve 85 (70; 90) 75 (55; 80) 0,002
OTHOLWeEHME K BHELHOCTH 76 (58;91) 66 (54; 83) 0,039
TpeBOXHOCTb, CBAA3aHHas C Ie4eHneM 62 (56; 87) 57 (50; 81) 0,138
Mpo6nembl ¢ 06yHeHUEM 80 (60; 89) 72 (51;76) 0,036
O6LeHne 72 (61;87) 68 (57; 80) 0,090
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KoHBepreHTHasi BalMgHOCTb

Bbicokne KOapDUUMEHTBI KOppensaumsa Gbiin obHapyKe-
Hbl MEXAy 3Ha4YeHUAMU LWKanbl GU3UYECKOro GYHKLMOHM-
poBaHus (PedsQL 4.0) v WwKanbl, onucbiBaloLen npobiemMbl
CO CTOpOHbl cepaua (PedsQL Cardiac), wKanbl couunanbHO-
ro ¢dyHxkumoHuposaHusa (PedsQL 4.0) v wkanbl «O6wWweHmer
(PedsQL Cardiac) — r = 0,86 1 0,90, COOTBETCTBEHHO, a TaK-
e MeXay LWKanaMu, onucbiBaloWmMMmK NpobiemMsl C 06yHeHu-
€M B COOTBETCTBYIOLLMX ONPOCHUKax (r = 0,87; Tab. 6).

Llikana amMounOHanbHOro GyHKLLMOHMPOBAHUSA OMPOCHM-
Ka PedsQL 4.0 umena Koppensaumio co wrkanamum «OTHoweHne
K BHewHocTw» (r = 0,61) n «TpeBOXHOCTb, CBA3aHHas C fieye-
Huem» (r = 0,72) KapAMONOrM4eckoro mMoayns. 3Hadumas
Koppenauua (r = 0,55) ob6HapyKeHa Mexay WKanown
«OTHOLIEHNE K BHELWHOCTM» onpocHMKa PedsQL 3.0 Cardiac
Module 1 wkKanon counanbHoro GyHKUMOHUPOBaHUS obLe-
ro onpocHuKa PedsQL 4.0, koTopas 3aTparMBaeT OTHOLIEe-
HUS Mexay aeTbMu. LLKana KapauvonorM4eckoro Moayns

PedsQL Cardiac «JleyeHne» He UMeeT 3KBMBANEHTHbIX LIKa
B PedsQL Generic Core Scale, 4To Bbipa3nnocb B OTCYTCTBUM
3HAYUMbIX KOPPENSLUN.

YyBCTBUTE/IbHOCTb PYCCKOA3bIYHON BEPCUU

onpocHuKa PedsQL 3.0. Cardiac Module

Mo AaHHbIM OLIEHKM KayecTBa XM3HM JeTen B Bo3pacTe
2-4 neT Ha OCHOBaHWK OTBETOB poauTenen Gbln NOayYeHbI
3HaYUMble OT/INYMS B AMHAMUKe 3aboneBaHuns nocne 4 mec
Tepanuu Mo LWKanaM OnpocHWKa «Mpobnembl ¢ cepauem»
n «JleyeHue» (Tabn. 7). AHaNU3 KayecTBa KW3HW B rpynne
feten B Bo3pacTe 5-7 NneT NPOAEMOHCTPMPOBaN yy4ule-
HME NEepeHOCMMOCTU (U3UYECKOM HarpysKu, yMeHblleHue
CTEMNEHW BbIPaXEHHOCTM 60NEBOro CUHAPOMA, YMEHbLUe-
HWe cTpaxa nepea oyepeaHbiM ob6cnefoBaHUEM, MEeAWLIMH-
CKUMM MaHUNyNsUMSIMU, BU3UTOM K Bpady; CTano MeHblue
npo6nem ¢ obyyeHuem (Tabn. 8). B Bo3pacTHOM rpynne
8-12 neT Ha GOHE NEeYEeHNS 3HAYMMO YNY4LLIMIOCh Ka4YeCcTBO

Ta6auuya 6. Koppensums oLeHOK KayecTBa KU3HKU geTen no WwKanam onpocHuka PedsQL 3.0 Cardiac Module n PedsQL 4.0 Generic
Core Scale

Mpo6nemMbl OTHOLWIEHue TpeBOXKHOCTb, Mpo6nembl
JlevyeHune 0O6wweHue
c cepauem K BHELUHOCTHU cBsi3aHHas C Ie4EeHUem c o6y4yeHuem
(oo} 0,86 0,39 0,34 0,32 0,39 0,38
Lo} 0,45 0,32 0,61 0,72 0,45 0,35
Co 0,38 0,44 0,55 0,29 0,32 0,90
P® 0,51 0,40 0,46 0,19 0,87 0,40

lMpumevaHune. Ans Bcex Koppensauuin p < 0,01. BennynHa koadduumeHTa Koppensumu ot 0,5 go 0,7 yka3blBaeT Ha CBA3b CPeHEN CUibl,
Bbiwe 0,7 — Ha CUNbHYIO CBA3b. PP — dusnyeckoe GpyHKUMOHUPOBaHME; IP — aMoLMoHanbHoe GyHKLMOHUPpOBaHWe; CP — counanbHoe

dYHKUMOHMpPOBaHWe; PO — poneBoe ¢yHKLMOHUPOBAHUE.

Ta6nuua 7. lvHamuKa nokasaTenein KavectBa Xn3Hu no onpocHuKy PedsQL 3.0 Cardiac Module y geteit B Bo3pacte 2—4 netT (n = 15)

Mpo6nemsbl ¢ cepauem 69 (43; 71) 80 (63; 88) 0,042
JNeyenve 62 (52;92) 83 (62; 98) 0,048
OTHOLWeEHME K BHELHOCTH 100 (87; 100) 91 (85; 98) 0,577
TpeBOXHOCTb, CBA3aHHas C 1e4eHnem 56 (13; 76) 59 (52; 91) 0,144
Mpo6nembl ¢ 06yyeHnem 62 (52; 73) 66 (60; 79) 0,581
O6LieHre 21(8;71) 46 (18; 66) 0,357

lNpumeyvarme (3aeckb 1 B Taba. 8—10). MNoTepb B X0A€ NeYeHns He 6bl10, YACIEHHOCTb IPynn ocTaBaiacb HEU3MEHHOW.

Ta6auuya 8. [lnvHaMnKa nokasaTenen KadyecTBa Xu3Hu no onpocHKKy PedsQL 3.0 Cardiac Module y neteit B Bo3pacte 5-7 net (n = 17)

Mpo6nembl ¢ cepauem 42 (35; 50) 64 (64; 71) 0,001
Neyenve 50 (33; 66) 66 (66; 83) 0,005
OTHOLWWEHMWE K BHELWHOCTH 50 (33; 66) 83 (66; 83) 0,007
TpeBOXHOCTb, CBA3aHHas C 1e4eHneM 50 (37; 62) 75 (62; 75) 0,002
Mpo6nembl ¢ 06y4eHnem 60 (50; 80) 80 (70; 80) 0,004
O61weHe 50 (33; 66) 66 (66; 83) 0,003




Ta6nuua 9. [InvHaMrKa NoKkasaTenen KadecTBa Xn3Hu no onpocHuKy PedsQL 3.0 Cardiac Module y neteit B Bo3pacte 8—12 net (n = 12)

Mokasarenun [o neyeHusn Yepes 4 mec Tepanuun p
Mpo6nemsbl ¢ cepaLem 50 (50; 59) 64 (60; 75) 0,003
Jleyexne 68 (51; 80) 90 (80; 95) 0,001
OTHOLWeEHWE K BHELHOCTH 58 (35; 83) 75 (66; 83) 0,001
TpeBOXXHOCTb, CBAA3aHHas C NeYyeHnem 50 (43; 68) 81 (68; 87) 0,001
Mpo6nemsbl ¢ 06y4eHnem 63 (51; 70) 80 (75; 90) 0,001
O6LeHne 58 (50; 81) 83 (66; 91) 0,009

Ta6nuua 10. JuHaMurKa nokasaTtenen Ka4yecTBa *13HKW No onpocHuKy PedsQL 3.0 Cardiac Module y nogpoctkos 13-18 net (n = 17)

Mokasatenu [o neyeHusa Yepes 4 mec Tepanuu p
Mpo6nemsbl ¢ cepauem 46 (34; 60) 60 (53; 78) 0,001
Jleyenne 55 (55; 70) 85 (85; 90) 0,001
OTHOLIEHME K BHELIHOCTH 58 (46; 66) 75 (58; 91) 0,008
TpeBOXXHOCTb, CBAA3aHHas C 1e4eHneM 50 (28; 62) 75 (62; 87) 0,001
Mpo6nemsbl ¢ 06y4eHnem 55 (53; 60) 80 (75; 90) 0,001
O6LeHne 50 (33; 75) 75 (66; 91) 0,001

WU3HU [eTen No Bcem acneKkram (Tabn. 9). MNonoxutenbHas
AMHaMMWKa BCEX COCTaBASIOLMX KapanOa0rM4ecKoro Moayns
Ha PoHe nevyeHns 3adUKCUpoBaHa u B rpynne noagpoCTKOB
13-18 net (1abn. 10).

OBCYXAEHUE

B nocnegHue roabl Hapsigy ¢ onpejefneHneM 06LLEKNN-
HUYECKMX NapameTpoB 3abofneBaHUsA AN XapaKTEPUCTUKM
TeYEeHUS pPasfiMyHbIX XPOHU4YeCcKMX Gopm naTonoruuM Bce
Yalle UCnonb3yloT MOHATUE KayecTBa MKMU3HWU NaLMeHTOB.
OHO oTpakaeT COBOKYMHOCTb GU3NYECKOro, IMOLMOHaANb-
HOro, couunanbHOro GyHKLMOHMPOBaAHMA pebeHKa, obe-
creynBaloLLero ero MakCMmasbHyo agantalmio B YCI10BUAX
pa3BuTHa 3aboneBaHus. OLEHKY KayecTBa XXW3HW Mpo-
BOAAT NPW MOMOLWM CTaHAapPTU3UPOBAHHbLIX OMPOCHUKOB
(06Wwmx 1 cneunanbHblx). NMpenmylecTso 06WMX ONPOCHU-
KOB COCTOUT B TOM, YTO UX MOXHO MCNONb30BaThb A5 CpaB-
HEHWS KavyecTBa XM3HU BGONbHbIX AeTel C NONyAsaLMOHHON
HOPMOW. Y4uTbiBas OTCYTCTBUE HaLMOHaNbHbIX METOAMK,
B Poccun npumeHsaoT aganTMpoBaHHble MexAyHapoaHble
ONPOCHUKM.

ONpOCHUK ANs OLEHKM KavecTBa Xu3HM Pediatric Quality
of Life Inventory (PedsQL) 4.0 Generic Core Scale aBnsetcs
OOHWM M3 LUMPOKO NPUMEHSEMbIX U Haubosiee U3BECTHbIX
B MWPOBOW NefuaTpU4ecKom NpakTUKe, B Hay4HbIX WU KIW-
HUYecKux uccnegoBaHusax. OH JOCTaTOYHO MPOCT U yaobeH
KaK B 3anofiHeHWW, TaK U B CTaTUCTUYECKOW TPaKTOBKe
W UHTepnpeTauun pesynbraToB, o6iagaeT XopowuMKu Mncu-
XOMETPUYECKMMU KayecTBaMu, UMeET OBWMPHbIA BO3pacT-
HOW AuanasoH (oT 2 go 8 neT), napannenbHble Gopmbl AN1s
feten (c Bodpacta 5 net) u poautenen. Pediatric Quality of
Life Inventory (PedsQL) 3.0 Cardiac Module (Kapauonoru-
YeCKM MOoAy/b) pa3paboTaH AN OUEHKU cneumdUuyecKkux
COCTaBNSAOLMX KA4YeCTBa XNU3HMU Yy AeTeln ¢ 3aboneBaHnaIMu
CepAeYHO-COCYANCTON CUCTEMDI.

B pe3ynbrate A3bIKOBOW M KyNbTYPHOM aganTtauumn onpoc-
HuKa PedsQL Cardiac Module Hamu 6bi10 yCTaHOB/EHO,
YTO YYaCTHUKKU UCCNefoBaHWsA NMOHMMan CMbICT BOMPOCOB,
a OTBETbI Ha HUX HE MPeACTaBAANMN 3aTPYAHEHUI, U YTO ANnHA
OMNPOCHWKa NpuUemnema v npakTnyHa. AHanornyHbole pesynb-
TaTbl nonyvyeHbl J. Wray u COaBT. B X04e JIMHIBUCTUYECKON
BanungaLunn 6pUTaHCKON BEPCUM ONMpPOCHMKa [14].

OLeHKa HafeHOCTU HOBOrO MHCTPYMEHTa gana yaoB-
netBoputeNibHble peaynbratbl (0T 0,75 W BbllWwe), KOTOpble
coBnajanu ¢ JaHHbIMW OpUrMHaNbHoOW Bepcuu [15], a Takxe
C uccnefoBaHWAMU MCUXOMETPUYECKMX CBOMCTB AaHHOI0
OMPOCHMKa B APYyrunx cTpaHax [16].

[ns onpeaeneHns KOHCTPYKTUBHOW BaIMAHOCTU PYCCKUX
Bepcur Kapauonormyeckoro moayns PedsQL B KayecTBe
rMNoTe3bl UCMONb30BaAU MPEANONOXKEHNE, YTO KayeCTBO
WU3HWU [eTel 3aBUCUT OT CTEMNEHU TAXeCTW 3aboneBaHus.
BONbWMHCTBO rMnoTe3 6bliv MOATBEPXKAEHbI, @ MOyYeH-
Hble pe3ynbraTbl OKa3alnCb COMOCTaBUMbIMU C aHanormy-
HbIMW [JaHHbIMW B MUCCNefoBaHMAX 3apybexHbiX aBTOpPOB
[17]. OueHKa KOHBEPreHTHOW BanngHOCTU NyTEM CpaBHEHUS
0TBETOB MO onpocHUKy PedsQL Cardiac Module ¢ oTBeTamu
obuiero onpocHuKa PedsQL Generic Core Scale nokasana
KOppensauunio Mexay MNyHKTaMu, OLUEHMBaloWUMU CXOXKUe
noHatna (r = 0,55-0,90), 4To coBnagaeT ¢ pesynbrataMu
MHOroLeHTpoBoro wuccnegosarvus B CLUA, nposefeHHOro
¢ yqyactuem 6onee 1600 nauneHTos [18].

YyBCTBUTENBHOCTb OMPOCHUKOB, T.€. UX CMOCOGHOCTb B
COOTBETCTBUU C U3MEHEHUAMU B COCTOSAHUMU PECMOHAEHTOB
BbIIBNATb CTATUCTUYECKM 3HA4YMMble M3MEHEHWS MOKa3a-
TeNlel KayecTBa XW3HW, ONpefensnu nytem BblH4UCIEHUS
[LOCTOBEPHOCTU PasUynii Mexay CPefHUMU BenudnHamu
noKasaTeslen KayecTBa XWM3HW [OeTer 40 v 4Yepe3 16 Hepn
KOMMNEKCHON Tepanuu (1-9 1M 2-9 To4Ka o6CcnefoBaHMs).
B peaynbraTe Ha GoHe nevyeHns nokasaHo 3Ha4YUMOe YMEHb-
LEeHWEe CTENEHWN BblPaXKEHHOCTM 60NEeBOr0 CUHAPOMA, YyY-
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LWeHUe NePEeHOCUMOCTU PUBUYECKUX HArpPy30K, YMEHbLUEHUE
cTpaxa nepeg o4yepeHbiM o6¢cnegoBaHMem, MeANLMHCKUMU
MaHUNyNSLUMAMU, BUSUTOM K Bpady, 6eCnoKONCTBa, CBSA3aH-
HOro ¢ 3a60/1eBaHNEM M MPUMEHSAEMbIM SIEHEHMEM, a TaKKe
TPyAHOCTEN Npu 06LLEHUN NO NOBOAY 60SIE3HU.

Taknm 06pas3om, oLEeHKa TaKOW MCUXOMETPUYECKON Xa-
PaKTEPUCTUKM, KaK YYBCTBUTENBbHOCTb, MPOAEMOHCTPUPOBA-
fla Xxopolune pesynbTaTbl N0 BHOBb CO34aHHON PYCCKOS3bIY-
Hom Bepcum onpocHnKa PedsQL Cardiac Module.

OrpaHU4eHuUa UcciefoBaHUA

B wnccnegoBaHuM aHanu3upoBann pesynbTaTbl OLEHKM
Ka4yecTBa *KM3HM y HEGONbLIOro Yymcna ydyacTHMKoB. Kpome
TOro, B UCCNEeAOBaHUN NPUHMUMaNMU y4yactme AeTu ¢ cepaed-
HOM HEegoCTaTOYHOCTbIO, Pe3BUBLUENCA Ha POHE XpOoHMYe-
CKoro 3a6oneBaHus cepaLa, YTo ABNSETCS NOTeHLUMaNbHbIM

UCTOYHUK PUHAHCUPOBAHUA
He ykasaH.

KOH®JIMKT UHTEPECOB

orpaHW4yeHMeM 15 PacnpoCcTpaHeHUs pel3ynbTaToB Ha ApY-
rMe KaTeropuu geten ¢ cepaevHo-cocyamcTbiMu 3aboneBa-
HUSMMN.

3AK/TIOYEHUE

B xoae nccnegoBaHus 6bl1m M3ydeHbl MCUXOMETPUYECKUE
CcBOMCTBa (HaAeXHOCTb, BalMAHOCTb M YyBCTBUTENbHOCTb)
pyccKosi3bl4HOM Bepcuu onpocHnKa PedsQL 3.0 Cardiac
Module. HecmoTpsa Ha TO, YTO HalWwW pe3ynbTaTbhl AOKa3anu
Xopoline ncuxomeTpuyeckme csonctBa PedsQL 3.0, ang
nccneaoBaHUs KadecTBa XMN3HK, CBA3AaHHOIO CO 340POBbLEM,
peKoMeHayeTcs npoBedeHue uccnenoBaHuss Ha OGONblUEN
rpynne geten C pasfn4yHOM CTENEeHblo TAXKecTn 3aboseBa-
HUM CepAeYHO-COCYANCTON CUCTEMbI. PyCCKOSI3blYHas BEPCUSA
NO3BOJIUT CPaBHWUTb MONYYEHHbIE Pe3ynbTaTbl C MeXAyHa-
POAHBbIMW AAHHBIMM.

ABTOPbI JaHHOK cTaTbW NOATBEPAUIN OTCYTCTBUE KOHDJIMKTA UHTEPECOB, O KOTOPOM HEOGXOAMMO COOBLLIUTD.
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B cTatbe npoaHann3npoBaHbl CBEAEHUSI O HaPYLLUEHUSX HYTPUTUBHOIO cTaTyca (HeA0CTaTOYHOCTH NUTaHUS) Y AETEHN C XPOHM-
4YeCcKOoM cepAeqHON HeoCTaTOYHOCTbIO (BPOXAEHHbIE MOPOKK CepALIa, KapanomnonaTum), obeyaarTcsl NPUYUHbl oTCTaBa-
HMS B pocTe U gepuumnta Macchl Tena. HaaBaHbl GaKTopbl pUCKa pa3BUTUSI HYTPUTUBHOM HEOCTATOYHOCTH M BO3MOMHOCTH
ee MeTO/I0MMYEeCKON KOPPEKLIMK C UCr0b30BaHNEM MPOAYKTOB CO crieymasbHO 3afjaHHbIM coCcTaBOM. [1pe[CcTaBieHO Kiun-
Hu4YyecKoe HabaeHne pebeHKa rpyAHOro Bo3pacta C BPOXAEHHbIM MOPOKOM cepaua, KoapKTaumen aopTbl U OTKPLITbIM
apTepuasnbHbIM MPOTOKOM, XPOHMYECKON CEPAEYHON HEAOCTaTOYHOCTbIO 2b-A CT. M TS)KENION CTEMEHbIO HEeAOCTaTOYHOCTH
nuTaHus. KoppeKumsi HyTPMTUBHOIO cTatyca C MCrob30BaHUEM CeLNaIn3MpoBaHHON CMECH A/1 SHTEPAIbHOro NUTaHus
Ha ¢oHe afjleKBaTHOM MeANKaMeHTO3HOM Tepanuu No3BomaAa JOOUTLCS yy4lleHMs 06LLEero COCTOSIHMS naumneHTa M noJo-
KUTEJIbHON AIMHAMMKKW Macchl Tesa.
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BBE[JEHME YyeCcKoOM pa3BuTMKU. [lpu 3TOM cnegyeT yyuTbiBaTb, 4TO
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HyTpWUTUBHbIN cTaTyc — O0OGBbEKTUBHbIE NapameTpbl TeNna, ero 6MoNOrMYecKmx cpel U KOMMOHEHTOB, ABNSIOWMECS PEe3YNbTaTOM MUTaHWUS
1 BO3ENCTBMS NULLEBbLIX GaKTOpPOB.
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OGMEH onbITOM

NoTPe6HOCTEN B MULLEBLIX BELLECTBAX WAM HapYLIEHWIO WX
abcopbumn n accumunaumm [1—3]. C gpyror CTOPOHbI, Hapy-
WEHUA HYTPUTMBHOIO cTaTyca y Aeter cnocobHbl NPUBECTH
K psiay NaTtofiorMyecknx M3SMEHEHUIM B OpraHn3mMe, Kotopble
MOTYT COXPaHATbCS Ha NPOTAXKEHUN BCEW KM3HM [1—-3].

Hanbonee 4yacto HefOCTaTOMHOCTb NMUTaHUA pa3BUBaET-
CcA Yy AeTen C XPOHWUYECKOW cepaeyHOW HeaoCTaTOYHOCTbIO
(XCH), XpOHWYeCKOW naTonornen novyexk u nerkux (B T.4. npu
MYKOBWCLMAO03€E), OHKONOMMYECKUMW, HEBPOIOrMYECKUMMU
3a60neBaHUAMU, TAKENbIMU UHOEKUMAMU, TPABMaMM, OXKO-
ramu, CUHAPOMOM Manbabcopbunn [4—6].

XCH — oaHa 13 Hanbosiee CNOXKHbIX NpobaemM 34paBoOOX-
paHeHUs pa3BUTbIX CTPAH MUpa, a TaKKe OfHa M3 rMaBHbIX
NPWYUH UHBANUAN3ALMKN U BBICOKOWN CMEPTHOCTU B AETCKOM
Bo3pacTe [7, 8]. He3aBUCMMO OT MPUYUHbBI U QYHKLMOHASb-
Horo Knacca XCH exerogHas netanbHOCTb AETEN C 3TUM
3aboneBaHneM coctaBnseT okono 10—-12% (aaxke B ycnoBu-
X le4eHna B crneunanmMsanpoBaHHOM CTalMoHape), a NaATu-
NIETHASA BbXXMBaemMocTb — MeHee 50% [9].

O6palaeT Ha ceba BHUMaHWe TOT GpaKT, YTO Bpayn 3ava-
CTYIO He yAENstoT AO/MKHOrO BHUMAHMUS COCTOSHMIO HYTPUTUB-
Horo ctaTtyca aeten ¢ XCH [10]. MNMpu aTtom natonornyecKas
noTeps Macchbl Tena (ABHble UAK CYyOKTMHUYECKUE NMPUSHAKK)
o6HapyxumBaeTcs y 50% Takunx 60nbHbIX [10]. OpraHnsoBaTb
afeKBaTHOE NUTaHWe TOMbKO 3a CYET UCMONb30BaHMA HaTy-
panbHbIX MPOAYKTOB MalLMeHTaM ¢ 3abofieBaHUaMU cepaula
He Bcerga ygaetcs, a npu nporpeccupytowen XCH ato npak-
TUYECKM HEBO3MOXKHO.

PE3Y/IbTATbl COECTBEHHbIX HAB/IIOIEHUM

B HacToslee BpeMs B KapAMoNOrMyeCKOM OTAENEHUU
Hay4Horo ueHTpa 3gopoBbs geten (HU3J, Mocksa) npo-
BOAMTCA Hay4yHOe uccnegoBaHWe Mo OLEHKe pacnpocTpa-
HEHHOCTU HeAOCTaTOYHOCTW NUTaHusa cpeaun aeten ¢ XCH
n pa3paboTKe anroputMa ee KoppeKkuuun. Ha nepsom aTta-
ne NpoBEAEHO CKPWMHUHIOBOE 06CNefoBaHUE C OLIEHKOM
HYTPUTMBHOIO pucKa no wkKane STRONGKids [11] y nayueH-
TOB C AunaTtaumoHHoM KapanomuonaTtuen (AKMIT; n = 86),
runeptpoduyeckon Kapauvomuonatnen (FTKMIMI; n = 19),
BPOXAEHHbIMKM NopoKamun cepaua (BINC) Kak oo Koppek-
LMK MOpOKa, Tak U nocne Hee (n = 23), HapyLeHUIMHU

puTMa cepaua (n = 22). Bo3pacT geten Ha MOMEHT BKJIto-
yeHUs B uccnegoBaHve BapbupoBan oT 18 cyT Ao 16 net
8 mec (MeamaHa Bo3pacta 59 mec). B unccneposaHue
He BK/OYanu geten, Ha MOMEHT NOCTYNAEHUS NeYnBLIMXCS
rOpMOHaMMU.

Mo pe3ynbTataM CKPUHWHIA YCTAHOBJIEHO, YTO B COOT-
BETCTBUM C oueHKon no wkrane STRONGKids Bce petu
UMENN PUCK Pa3BUTUA HEAOCTATOYHOCTU MUTAHWUS: CPEaHWUN
(1-3 6anna) — 91 (60,7%), BbiCOKMK (4—5 6GannoB) —
59 (39,3%) peten. AHanu3 CTPYKTypbl PUCKa HegocTaToy-
HOCTM MUTaHMSA NOKa3an, YTo 4ONSA AeTeN C BbICOKUM PUCKOM
pa3BUTUSA HEQOCTaTOYHOCTM NUTaHWs Oblna Haubonbllen
B rpynne aeten ¢ BIC (p = 0,067 npu cpaBHEHWN C OETbMU
6€e3 NOpPOKOB pa3BuTUd; Tabn. 1).

KomnnekcHoe ob6cnegoBaHue, BKAOYaBLUee OOLWEKIU-
HUYECKME WCCNefoBaHUs, YNbTPa3BYKOBOE WccnedoBaHue
cepaua ¢ gonnneporpaduen, comatomeTpuyeckne mMeToabl
(M3mMepeHune pocTa, Macchl Tefla, OKPYXXHOCTW Meya, rofioBbl,
rPYAHOM KNeTKu), 6b110 NPOBEAEHO B OTHOLWEHMM 113 nauyu-
eHToB (57 geBo4YeK M 56 Manb4yMKoB) B Bo3pacte OT 1 mec
no 10 net (megnaHa Bo3pacTta 62 mec). Cpean HUX 6bI10
90 60nbHbIX C KapanomuonatTusamu, 23 — ¢ BINC; 1-9 ctagus
XCH 6bina yctaHoBneHa y 13 (11,5%), 2A — y 40 (35,5%),
2b —y 50 (44,2%), 3 — y 10 (8,8%) 60/bHbIX.

OLEHKY aHTPOMOMETPUYECKUX TMOKal3aTenen npoBo-
omnun ¢ ucnonb3oBaHnem nporpammbl WHO Anthro, WHO
AnthroPlus (2009). YuuTbiBanu cneaywouwme napameTpbl:
BeC/B0O3pacT, BeCc/pOCT, pOCT/BO3pacT, MHAEKC MaccChl Tena
(MMT)/Bo3pacT. Kputepnn HegocTtaTtoOMHOCTU MUTaAHWUS Mpu-
BeJeHbl B Tabn. 2.

CyMMapHO HeJOoCTaTO4YHOCTb NUTaHUSA Gblna 3adUKCUpPO-
BaHa y 55 (48,6%) obcnefoBaHHbIX AeTel: ocTpas fierkas
HegoCTaToO4HOCTb NuUTaHmsa — y 16 (14,2%), octpas ymMepeH-
Haa —y 14 (12,4%), ocTpas Taxkenasa —y 13 (11,5%), XpOHHU-
yeckas — y 12 (10,6%). Bcem nauneHTam 6blia Ha3HavYeHa
anbdepeHuMpoBaHHas HyTPUTUBHANA NOAAEPKKa C UCMOSb-
30BaHMEM CrneLnann3mpoBaHHbIX CMecen Ans aHTepanbHOro
nuTaHus.

Ocobyto KaTeroputo nauuMeHToB cocTtaBunu 19 peten
nepBoro roga Xu3Hu. B cBA3M C TSXKECTblo cepaeyHom
HEeJOCTaTOYHOCTM M BblPa)KEHHbIM HapyLUEHWEM HYTPUTUB-

Ta6nuua 1. PUCK pa3BuUTUa HEAOCTATOYHOCTU NUTAHKUS Yy AeTEeN B 3aBUCUMOCTH OT HO30/10M 1K

Ho3onoruu CpepaHuii puck (1-3 6anna), aée. (%) Bbicokuii puck (4-5 6annoB), a6ce. (%)
AKMN 52 (60,5) 34 (39,5)
TKMM 12 (63,2) 7(36,8)
BMC 10 (43,5) 13 (56,5)
HapyweHusa putma cepaua 17 (77,3) 5(22,7)

lMpumevanune. AKMIT — aunataumoHHas kapanomuonatus, TKMIT — runeptpoduyeckas kapanommonatus, BMNC — BpoaeHHble NOPOKKU

cepaua.

Ta6nuua 2. KnaccuduKkauma HeJoCTaTOHHOCTM NUTaHus [12]

Mokasarenu Z-scores
A G VI'I\\AII?;EZ :)):f::* Poct/BO3pacr Bec/Bo3pact
AneKBaTHbIN >-1,0 >-1,0 >-1,0
Nerkasa HM <-1,0->-2,0 <-1,0->-2,0 <-1,0->-2,0
YmepeHHas HIM =<-2,0->-3,0 =-2,0->-3,0 <-2,0->-3,0
Tsxkenas HIM =<-3,0 =<-3,0 <-3,0

lNpumevanune. * — y neten B Bo3pacTe ctapwe 2 net; HI — HegocTtato4HOCTb NMUTaAHKUS.




HOrO cTaTyca, a TakKe y4nUTbiBasi NOBbILWEHHbIE MOTPEBGHOCTH
B 3HEpPruun n 6eKe Npu BblHYXAEHHOM OrpaHnyYeHnn obbe-
Ma nony4aemon XWAKOCTWU, ONS HYTPUTMBHOW MNOALEPKKM
MCNoNb30Basu CreunanM3npoBaHHylo cMecb «MHbaTpUHU»
(Nutricia, HnoepnaHabl, fanee — neyebHasa cmecb). Cmecb
npeactaBnseT cob60om BbICOKOOGENKOBbIN BbICOKOKaNOPUNHbIN
(1 Kkan B 1 M) XUAKUIW NPOAYKT, FOTOBbIN K YyNOTPeBNEHMIO,
oboraleHHbI HyKneoTMgamu, npebuoTukamu, OJAUHHOLE-
NOYEYHbIMU MOIMHEHACHILWEHHBIMU UPHBIMU KUCNOTamM,
B T. 4. KJlacca w3, BUTaMUHamMK (15) n MuHepasbHbIMUK Belle-
ctBamu (14). buonornyeckas v nuueBasi LLEHHOCTb CMECH
npeactaBneHa B 1abn. 3.

O6beM M KpaTHOCTb KOPMIEHMIM NalMeHTa ycTaHaB/UBa-
NI MHAMBWAYaNbHO B 3aBMCUMOCTM OT €ro COCTOSIHUS, CTe-
NeHW HeaoCTaTOYHOCTU NUTaHKUSA, TaecTn XCH. MNoTpebHOoCTb
B 9Hepruu onpegensanu us pacyeta 120-140 KKan/Kr mac-
Cbl Tena B cyT. B cpegHeM gonyctumbin 06bEM CMECH COCTaB-
nan 600 mn/cyt. Mo nokasaHMaM NPOBOAMIOCH 30HA0BOE
KOpMAeHue.

Heo6xoaMmMO OTMETWUTb, 4YTO MEPEHOCMMOCTb MNpoAyKTa
6blla YAOB/ETBOPUTENBHON, AMCNENTUYECKUX SBIEHUN U
annepru4yecKknx peakumin He 3aperucTpmpoBaHo. 3a Bpems
HabnaeHNs B KIMHUKE (2—3 Hed) cpedHecyTodHas npu-
6aBKa macchbl Tena coctasngna o 30 r. [TpoaonKUTenbHOCTb
npUMeEHeHNs cMecu Konebanack oT 6 Mmec Ao 1 roga. Ha ¢oHe
MCMNONb30BaHUA Jie4ebHOM CMeCuM OTMEYEHO Yyay4lleHue
CaMO4yBCTBUS, IMOLIMOHANLHOrO cTaTyca MalWeHToB, HOp-
Manu3aums CHa, ynydlleHune Typropa TKaHew, MCUXOMOTOPHO-
ro pa3BuTUs, 3aMeTHasa npubaBKa B Macce Tena.

KnuHu4yeckuit npumep

MauneHT E., OT 2-11 6epeMeHHOCTH, CPOYHbIX POAOB, Mac-
ca Tena npu poxaennn 3000 r, anunHa Tena 51 cm.

Ha 10-e cyT »WM3HM — Kanobbl Ha MNOTAMBOCTb, LMaHO3
HOCOry6HOro TpeyrofbHWKa, 0TKa3 oT efbl. [ocnuTanM3npoBaH
B peaHMMaLMOHHOE OTAENEHME MO MECTY KWUTeNbCTBa C AUarHo-
30Mm «BI1C, npaBoCTOPOHHSAS MTHEBMOHUS, KapauT (?)». MpoBeaeH
KypC Tepanuu BHYTPUBEHHbIM MMMYHOIN06YIMHOM. BbinucaH
C yNy4LLEeHNeM 06LLEero CoCTOSIHUS, BEC Npu BbinMcKe 3550 T.

B cxeme neyeHunsas npumeHsnu gurokcumH (0,018 wmr
X2 pasa/cyT); BepOoLWnUpPoH (6 Mrx2 pasa/cyT); neBoKap-
HUTUH, rONaHTEHOBYIO KUCNOTY, BUTaMuH D5 (500 ME).

C uenbio BepudUKaumMmn guarHo3a U KOPPEKLUK CXEMb
Tepanuu B Bo3pacte 5 mec pebeHoK HanpaBfieH B Kapauo-
normyeckoe otaenexHmne HU3/, ¢ anarHosom «JunaTaumMoHHas
Kapanomuonatusi». Macca tena npu noctynneHnn 4640 r,
anvHa 64 cMm. CocTosiHMe npu NOCTYNJeHun TsaxKenoe, oby-
cnosneHo cumntomamm XCH 2B-A cT. (oablllKa, Taxukap-
Avsl, renatomeranus, aptepuanbHoe AaBfieHME Ha pyKax
120-128/60 mM pT. CT., Ha Horax He onpeaensieTcs). B 61o-
XMMWYECKOM aHanu3e KpoBu: KoHueHTpauuss NT proBNP
6482 nr/mn (Hopma go 200 nr/mn). Mo pesynstatam obcne-
[oBaHua nocTtaBfeH auarHos: «BIC: KoapKTauus aopTbl,
OTKPbITbIN apTepunanbHbi NpoTok. XCH 2B6-A cT.» lNpu oueH-
Ke HYTPMTMBHOrO cTaTyca noKa3aTenu Z-scores: pocT/BO3-
pact — -0,57; Bec/Bo3pact — -3,88; Bec/poct — -5,04;
MMT/Bo3pacT — -4,89, 4TO COOTBETCTBYET OCTPON TAKENOM
BTOPMYHOM HEAOCTATOYHOCTH NUTaHKUA (puc. 1).

CyTOYHbIM 06bEM MUTAHWUSA MPU MNOCTYMSIEHUN B KIUHMU-
Ky — 500-545 mn (oetckas MonoyHas cmecb — 240-
285 wmn, tBopor getckmn — 180 r, Kawa Ha cmecn —
80 wmn). JHepreTnmyeckass LIEHHOCTb paLMOHa cocTaBuna
400 KkKan/cyt, unnm 86,2 KKan/Kr B CyT (Npuv nNoTpebHOCTH
600 KKan/cyt), 6enok — 21 r/cyt (4,5 r/Kr macchbl Tena).

PebeHKy 6blna Ha3HayeHa KOMIMJEKCHas Tepanus,
BK/OYaloWas MHIMOGUTOPblI aHMMOTEH3WHMPEBpaLLaoWwero
depmeHTa, AUIFOKCHUH, aHTAroOHUCTbl MUHEPANOKOPTUKOUA-

Ta6nuua 3. XMMUYECKUI COCTaB U IHepreTMyecKkas LleHHOCTb
cmecu NHdaTpuHm

MuweBasn LLEeHHOCTb
KomnoHeHT
Ha 100 mn

OHepreTMyecKkas LeHHOCTb, KKan 101
Benok (3KBMBaneHT), o6wui, r 2,6
® 6eoK MOIOYHOM CbIBOPOTKM, T 1,6
® KasewH, T 1,0
Hupbl, 54
® IMHONEBas KUcnoTa, Mr 790
® q-IMHONEBAs KMUcNoTa, Mr 139
® apaxujoHoBas Kucnota, Mr 17,7
® [JOKO3arekcaeHoBas Kucnora, Mr 17,6
® COOTHOWEHHWE Ng/N3 5

Yrnesogbl, r 10,3
Caxapa, r 57
® JlaKTo3a, r 5,2
® ronucaxapuasbl, r 4.4
MuweBble BOIOKHA, T 0,6
Hykneotuabl, r 4,3
OcmonsapHocTb, MOcMOnb /N 305

HbIX PELLEeNTOPOB, AWYPETWMKM, Kanua M MarHua acnapa-
rMHaT, NEHTOKCUPUANUH. YYUTbiBas TAXKECTb COCTOSHMS,
noTpeboBaBIUYD OrpaHUYeHMe CYTOYHOro O6bemMa KUA-
KOCTU (MuTaHus) Ao 2/3 OT BO3pPaCTHOW MNOTPEBHOCTH,
HU3KYIO KaNOpWUWHOCTb paLMOHa MNWUTaHWUS, BblParKEHHYIO
HYTPUTUBHYIO HEOOCTaTO4YHOCTb, pebeHKy Oblla Ha3Haye-
Ha yKasaHHas feyebHas cmecb B ob6beme 600 mn/cyt
(130 KKan/Kr B cyT). 3a BpeMsa npebbiBaHUsA B OTAENEHUN
(2 Hen) Ha GOHE HYTPUTUBHOM MOAAEPIKKU U NMPOBOAUMOro
fle4eHns OoTMedvyeHa cTtabunuaauusi CocTosHUA; npubaBKa
B Macce Tena coctasuna 540 r. [NaymMeHT nepeBeeH B Kap-
ONOXUPYPTUYECKUI LIEHTP, rae eMy Oblia NpoBefeHa paau-
KanbHas KOppeKLMs NopoKa (pe3eKLns KoapKTaLum aopThbl
C HaNno)eHMem aHacToMO3a KOHeL-B-KOHeL, nepeBsi3Ka
OTKPbITOrO apTepuanbHOro npotoka). Bo Bpems npebbiBa-
HUS B KapAMOXMPYPrMYeCcKOM CTalMoHape U nocne BbiMu-
CKM MO MECTYy XuTenbcTBa peb6eHOK NpoAoKan nofyvyatb
Ha3Ha4YeHHble NeKapCTBEHHbIe CpeACcTBa, leyebHyo CMeCh,
NPOAYKTbl MPUKOpMa.

lMpn KaTtamHecTMYecKOM o6cnegoBaHMM B BO3pacTe
1 roga 5 mMec cocTosiHMe nauueHTa yaoBNETBOPUTENbHOE,
npu3HakoB XCH HeT. Macca Tena 10 Kr, poct 81 cm. lpu
OLeHKe HYTPUTMBHOIrO cTatyca Z-scores: pocT/BO3pacT —
-0,08, Bec/Bo3pact — -0,78, Bec/poct — -0,91, UMT/B0O3-
pact — -0,99. 310 COOTBETCTBYET CPEeAHEBO3PACTHbLIM CTaH-
faptam (cm. puc. 1).

lMprBeaeHHOEe Bbllle KIMHWYECKOEe HabnwaeHue nauu-
eHTa ¢ BIC, ocnoxHeHHbIM XCH, 4eEMOHCTPUPYET BbICOKYIO
3ODEKTUBHOCTb HYTPUTUBHOW MOALEPHKKM 3@ CHET WUCMONb-
30BaHMUS KUAKOMO BbICOKOGENKOBOIO BbICOKOKaNOPUMHOIO
NpoayKTa. YnyylleHne HyTPUTUBHOTO cTaTyca pebeHKa cTano
Ba)KHbIM 3TANoMm ero noAaroToBKM K onepaTMBHOMY SIeYEHUIO.

OBCYXAEHME

CoBpeMeHHble NpeACTaB/EHUA 0 XPOHUYECKUX

paccTpoMcTBax NUTaHUA y AeTen

CyuiecTByeT HECKONbKO TEPMUHOB AN OnpeaeneHus
XPOHMYECKOro paccTponcTBa NuTaHus y aeten. B oTteve-
CTBEHHOM neavaTpuu Ona geten nep.bix 2—3 NET XKU3HKU
NoNb3YyITCH MOHATUEM «TMMNOTPOdUSA», KOTOpas XapakTe-
puayetcs 4edULUMTOM MaccChbl Tefla Mo OTHOLWEHUIO K AfiMHe
(pocTy) M BO3pacTy, a TaKKe HapyleHneM obmMeHa BeLWecTB
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Puc. 1. AHTponoMeTp1yecKne nokazaTenu nauneHTta E. npu noctynneHunun (B 5 mec, KpanHue neBble 3Ha4YeHUs), Nocne KoppeKLumu nuTaHus
(4epe3 2 Hen) U Yepe3 1 roa (B 1 roa 5 mec, KpaHue npaBble 3HAa4YeHMA)
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B - - BospacT: 1 rog 5 mec (17 mec), z-3HadeHue: -0,91 r - - BospacT: 1 rog 5 mec (17 mec), z-3HayveHue: -0,99
lMpumevaHne.

A — cooTHoweHne «Macca Tena/Bo3pact, b — cooTHoweHue «InvHa Tena/Bo3pacT», B — cooTHoweHne «Macca Tena/poct,

[ — cooTHoweHwne <MMT/Bo3pact

(McTOLLEHMEM 3anacoB XMPOB W YINMEBOAOB, MOBbILLEHHbLIM
pacnagom 6enka, AedUUMTOM BUTAMMHOB M MUHEpPASbHbIX
BeulecTB). lNaToreHe3 runotpodum onpeagensietca 3abdone-
BaHWeM, Ha (GOHe KOToporo oHa pasBuBaeTca. OgHaKo
anarHos «[mMnotpodus» oTpaxKaeT Nulb AedUUMT Macchl
Tena u He y4uTbiBaeT BO3MOXHYIO 3a[1EPXKKY pOoCcTa, KoTopast
CNYXUT NPU3HAKOM XPOHUYECKOW NUTaTeNbHON HeJoCcTaTou-
HocTu [13].

Mo npeanoxeHnto 06beANHEHHOTO KOMUTETA SKCNEPTOB
®AO/BO3 no Bonpocam nuTaHua ¢ 1961 r. 601bLWNHCTBO
KIMHUYECKMX GOPM HeaocTaTKa MnuTaTeNlbHbIX BELLECTB Y
neTen onpeaensieTcsd TEPMUHOM «BENKOBO-3HEPreTuyecKas
HeaoCTaTO4YHOCTb». B COOTBETCTBMM C OnpeaeneHuem 3Kc-
neptoB BO3, HeAOCTAaTOYHOCTb MUTaAHUS — 3TO AMcGanaHc
MeXAy NOCTyNnaloWnMKU HYTPMEHTAMKU U SHEPTUEN U NOTPE6-
HOCTbIO B HWUX OpraHn3ma 15 06ecneyeHns KusHeaesaTenb-
HOCTH, pocTa U cneumduyecknx dyHkumm [13-15]. OgHako
TEPMUH «BENIKOBO-3HEPreTMyecKas HeaoCTaTO4HOCTb»
npeanonaraeT TONIbKO BbIPaXKEHHbIN AedULMT NOCTYNeHUS
NUWEBLIX BelecTB. pu 3TOM He y4uTbiBalOTCH HegocTa-

TOYHOE MX YCBOEHWE, a TaKKe MOBbIWEHHbIE NOTPEGHOCTH
60/bHbIX AETEN U BOSHUKAIOLWMIA AePULUT MUKPOHYTPUEHTOB
[4,13, 14].

Ha Haw B3rnaa, o6a MUCronb3yeMbiXx TEPMUHA MMEIOT
HeloCTaTKK, B CBA3M C YEM AN1S MOAOGHbIX COCTOSIHUI Liene-
Cco06pa3HO MCMonb3oBaTb TEPMUHblI «HEAOCTAaTOYHOCTb
NUTaHMS», «HYTPUTMBHASA HEAOCTAaTOYHOCTb», «MUTaTeNbHas
HegocTaTodHOCTb» [4]. B 2013 r. AMepuKaHcKkoe 06LecTBO
napeHTepanbHOro u aHTepanbHoro nutaHunsa (ASPEN) npea-
JIOXKMNO paclIMPEHHOe MOHATUE HeAOCTAaTOYHOCTWU MUTaHWUS
KaK aucbanaHca mexay noTpebHOCTbi0 B MULLEBbLIX Belle-
cTBax M MX NoTpebGneHWeM, NPUBOASALLENO K COBOKYMHOMY
nednumnTy aHeprum, 6enKka M MUKPOHYTPUEHTOB, KOTOPbIN
MOXEeT HeraTMBHO MOBAMSTbL Ha POCT, pa3BUTUE U WUMETb
Apyrve cyuiectBeHHble nocnefctsuns [15, 16]. Mo atnonorum
HEeQOoCTaTO4HOCTb MUTAHUSA OGbiBaeT NEPBUYHON (CBSI3AHHOWM
c geduuntoM noTpebneHus HYTPUEHTOB) WM BTOPUYHOM
(06ycnoBneHHOM Hannymem 3aboneBaHum), No ANUTENbHOCTU
TEYEHUS — OCTPOM MM XPOHMYECKOW, MO CTEMEHU TaXKe-
CTU — JIErKOW, YMEPEHHOW U TAXKENOMN.




MexaHu3M pa3BUTUA HEAO0CTAaTOYHOCTU NUTAHUSA

y AeTel C XPOHUYECKOWN cepaevHon

HEeA0CTaTOYHOCTbIO

o coBpeMeHHbIM NpeacTaBeHUsAM, B OCHOBE Nporpec-
cupoBaHua XCH nto6on 3TUONOTMK NEXMUT MPOLIECC cep-
[1€4HO-COCYAUCTOr0 PEMOAENMPOBAHMUS, TECHO CBSI3aHHbIN
C aKTMBaUMEN HEenpOoropMOHasbHbIX CUCTEM OpraHuMama
60/1bHOr0 (CMMNAaTUKOAAPEHANTOBON U PEHUH-aHTMOTEH3UH-
anbgoctepoHoBon) [10, 17]. Y nauneHToB ¢ XCH pe3Ko cHu-
aeTcs Pu3nyeckass aKTMBHOCTb, MosiBNsSeTcs cnabocTb,
OoAblllKa, OPTOMHO3, Kawenb. B ganbHenwem BO3HWKaeT
6eCCOHHULA, Bbi3bilBaeMast XPOHMHECKON HEXBATKOM KUCNO-
poaa. Mpwu nporpeccupoBaHnn XCH Ha GpoHe HapylweHHOro
BCACbIBaHWS WMPOB M GENIKOB B KUILIEYHUKE pa3BMBaET-
C CMHAPOM 3aCTOMHOW 3HTeponaTuu, 4YTO CnocobCTByeT
NOSIBJIEHUIO YMOPHbLIX AWAPER U WUCTOLLEHUID 6GObHOrO.
Y netent ¢ XCH llI-1V dyHKUMOHaNbHOro Knacca npoucxoauT
BblpaX€HHas CTPYKTYpHasi NMepecTpomKa CAU3UCTON 060-
JNIOYKM TOHKOW KWLWKW B BMAE MOBbLIWEHHOTO OT/IOXKEHWUS
KonnareHa, yBefiMieHus TONWMHbBI CTEHKK, CY6- U aTpodumn
BOPCUHOK [18]. CTPYyKTypHble M3MEHEHUS TOHKOW KWLIKK
BJIEKYT 3@ CO60M QYHKLMOHANbHbIE HApYLLEHUS, BbipaXkato-
LMECH B CHUKEHUM MHTEHCMBHOCTM BCACbIBAHWSI OCHOBHbIX
MULLEBbIX BELWECTB U MUKPOHYTPUEHTOB, YTO 4aCTO Xapak-
TepmayeTcs AUCnenTUYEeCKMMIN PacCTPOMCTBAMM (CHUMKEHME
anneTuTa, TOWHOTA, OTPbIXKKA, Avapes) [8, 10, 16]. Bmecte
Cc TeM 605nbHble ¢ XCH 4acTto MMeloT MOBbIWEHHYIO Maccy
Tena, 06YCNOBMEHHYIO FMAPOCTAaTUYECKUMMU OTEKaMu, Npu
3TOM CHUEHHYKD MacCy MbllEYHOW TKaHW, a TaKXKe Hop-
MasibHYI0 Maccy Tena nNpu CHUKEHHOM 06LEeM GU3UYECKOM
passutuu [10, 17].

Hdetn ¢ XCH oTtnmyatotcs 60nee HU3KMMM NMoKasaTensaMu
HYTPUTMBHOIO CTaTyca, Yem AeTu 6e3 HapyleHUs reMogmHa-
MUKK [19]. Ha doHe XCH BcCneacTtBue BbICOKOW YyTOMJIAEMO-
CTW 1 cNaboCTU, CHMKEHHOrO anneTuTta (BNoTb A0 aHOPEK-
CUK) peBeHOK He NoyyYaeT NOOXKEHHbIM N0 BO3pacTy 06bem
nutaHusa [17, 12, 20]. OgHaKo NpPU3HaKKM HeJOCTaTOYHOCTU
NUTaHWS HEPEAKO OTMEYaloT M y NauMeHTOB C MeHee Bbipa-
EHHbIM HapylleHMeM CamMo4yBCTBUS U JOCTATOYHbIM MOCTY-
nneHvem nuwm [12, 19]. 310 NoO3BOASET NPEANOSONKUTb,
4YTO B Pa3BUTUM AAHHOIO COCTOSIHMUSA GOJbLUYIO POJb UrpatoT
NOBbILWEHHbIE 3HEProTpaThl, MOTEPU NMUTATENbHbIX BELLECTB,
WIIN XKe MPUCYTCTBYIOT 06a 3Tnx GaKTopa. YBeNnnyeHue aHep-
reTM4eCcKUx 3aTpaT B MOKOe CBA3aHO C HeOOXOAUMOCTbIO
noaaepXaHusa GyHKLMOHMPOBAHUA MWOKapha W AblxaTenb-
HOWM MyCKynaTtypbl, o6ecrnedyeHns 6a30Bbix MeETab0INYECKUX
YHKUMW, noaaepKaHua TepMoperynsuun. JHepreTmyeckme
3aTpaTbl Ha MnoadeprkaHve aTUX QYHKUMWA Npu cepaeyHon
HeaoCTaTOYHOCTM Pe3Ko Bo3pacTatoT [5, 7, 21], a npu ¢usu-
YeCKOW aKTMBHOCTM MOTYT MpeBblllaTb TaKOBblE y COOTBET-
CTBYIOLLMX MO BO3PaACTy 340P0OBbIX AeTen Ao 2,5 pas [12, 21].

Cnepyetr OTMETWUTb, YTO HELOCTATOYHOCTb MUTAHUSA pas-
BMBAETCS MOCTEMEHHO U CTAHOBUTCH BUAMMOM MPU BbICOKMX
Knaccax XCH (lll-1V). Mpu 3TOM B CBSI3U C OrpaHUY4EeHUEM
06beMa NocTynatoLLEN UAKOCTU BO3HUKAET NpobnemMa afeK-
BaTHOIO BOCMOJ/IHEHWSI IHEPrETUYECKMX NOTEPD, YTO YPE3BbI-
YarHO aKTyaNbHO Y JeTEN NEPBOro rofa *un3Hu [10, 18].

MpuynHa, nexkauwas B OCHOBE 3aAEprKKM GU3MYECKOro
pa3BuTUS (pocTa 1 Beca) npu XCH, Hepeako cBsi3aHa c nep-
CUCTUPYIOWMM TEYEHMEM FeMOAMHAMMUYECKUX PaCCTPOWMCTB,
Ha QOHe MPOrpeccnpoBaHms KOTOPbIX Y TaKMX AeTen BO3HU-
KaloT MOBbIWEHHbIE MeTaboNnyecKkne NoTPeOHOCTH, CHUMKa-
€eTCsl KONMYeCcTBO MOTPebNseMOn MUK, OTMEeYaeTca Malb-
abcopbunst BaKHbIX MuTaTeNbHbIX BewecTB. [AnuTenbHoe
HapyleHWe HYTPUTUBHOIO CTaTyca, MOMUMO 3aEPXKKMN POCTa,
MOXET NPUBOANTL K HapyLLEHUAM GYHKLMOHMPOBAHMA NpaK-
TUYECKM BCEX OPraHOB W CUCTEM OpraHu3ma; npu 3TOM

MHOTME M3 TaKUx NOCNeACTBWIA 06paTvMbl fiMllb YaCTUYHO.
HapyweHuns pocta pebeHKa, Bbi3BaHHblE HEMOCPEACTBEHHO
HeratuBHbIMU nposiBneHnssMn XCH, B cBOIO ovepedb mMoryT
NPMBOANTDL K JaNbHENLLMM OCNOMKHEHWAM, KOTOpble Hamps-
MYIO MM ONoCcpefoBaHHO BAMSIOT Ha GyHKUMIO cepaua, 3any-
CKasi MOPOYHbIN 3aMKHYTbIN Kpyr (puc. 2) [22].

Atnonorua XCH y geten pasnuyHa, NpuHUMNNANbHO OHa
OT/IMYaeTCs OT TaKOBOW y B3POC/bIX M 3aBUCUT OT BO3pacTa.
Hanbonee 4yacteiMn NnpuinHamu pa3sutusa XCH y geten paH-
Hero Bo3pacTa aBnsatoTcsa BIC, a 6e3 Hann4mns CTPYKTYPHbIX
aHomanun cepaua — Kapavomuonatmm [18]. Mpwu atom BIIC
3aHMMaloT NepBOe MECTO B CTPYKTYPE MPUYUH CMEPTH, CBS-
3aHHOW C MOPOKaMKU pPa3BUTHS.

3agepxKa pocta M geduuMT Maccbl Tena ABAAKTCA
XapaKTepHbIMK NpuU3Hakamu 6onesHun y geten ¢ BIIC [23].
M xoTa 6onblias 4acTb U3 HUX MPU POXKAEHUU UMEIKOT HOp-
MasnbHYyl AN CBOEro recTalMoOHHOro Bo3pacta maccy Tena
(BHYTpUYTpOOHas 3adepKKa pocTa OoTMevaeTcs TONbKO Y
6% peten c BIC), yxxe B paHHeEM BO3pacTe No Mepe Mnpo-
rpeccrMpoBaHusa reMoANHaMUYECKMX HapYLLEHW pa3BUBaET-
€A 3HayMTeNbHas 3ajeprKKa Macco-poCTOBbLIX NMoKasaTenemn
[23]. Tpn atoM pUCK pas3BUTUS HEOOCTATOYHOCTU NuUTa-
HUSI U NOBBILEHNS IHEPTETUYECKUX NOTPEBHOCTEN 3aBUCUT
OT aHaTOMMK U CTEMEHU TAXKECTM MOpPOoKa cepaua [19].

PacnpocTpaHeHHOCTb HEAOCTAaTOYHOCTM MWUTaHUS cpe-
an peten ¢ BIC BapbupyeT B WMPOKKUX npegenax — ot 27
no 90%. Hanbonee Tsxkeno npossnatoT ceba BINC ¢ egu-
CTBEHHbIM YKENYAOYKOM, BbICOKOW JIEFOYHOM TMMNEPTEH3U-
el — TaK Ha3blBaeMble CHMHME NOopoKu [24]. B nccneposa-
HUK, BKItoYaBweM 150 geten, HaXOAMBLUMXCHA Ha NIEHYEHUU
B CTalMoHape, OCTpas MKW XPOHUYEeCKasi HegOCTaTOYHOCTb
nuTaHus 6bina BbiaBneHa y 70% 60/bHbIX C LMaHO30M U/Un
XCH no cpaBHeHuto ¢ 30% B rpynne naunMeHToB 6€3 Npu3sHa-
KOB HapyleHus remoanHamuku [20, 22].

Mporpecc B TEXHONOrMW MOAFOTOBKM K OMepaTMBHOMY
BMellaTeNbCTBY M BeAEHUI0 AeTer MNOCie XUPYpru4yecKown
KOpPEeKLMM MOpOoKa MpuBEN, C OAHOW CTOPOHbI, K CHUXKe-
HUWIO NIeTaslbHOCTM B NocneonepaLmMoHHOM nepuoge, ¢ Apy-
ron — K NOBbIWEHUIO MHBanuausaumm [22, 25, 26]. Mocne
NpoBeAEHUS XMPYPrMYECKON KOPPEKLMK NOpoKa npobnema
HeJOCTaTOYHOCTU MWUTaHMSA He McYe3aeT, a, HanpoTuB, NpPo-
[LOMKaeT co3aaBaTb TPYAHOCTH B AOCTUKEHUMU ONTUMANIbHOMO
ucxogda [22, 27, 28].

KaponomuonatumM y [geten npeacraBnsioT cobow
rpynny peakux TaXKenblix 3aboneBaHWM cepaevyHOW Mblll-
Ubl, KOTOpble COMPSXEHbl C BbICOKMM PUCKOM WHBaNu-
AM3auMKM M HacTynaeHus cmeptu. bonesHu 3Ton rpynnbl
COMPOBOXAAIOTCA 3afePXKKOM pocTa pPasiM4yHOM CTEMEHU
Bblpa*EHHOCTU M HEeOOCTaTKOM Mmacchl Tena [22]. YacTtoTa

Puc. 2. lTopoYHbIV 3aMKHYTbIN Kpyr pa3B1TUS HEAOCTAaTOYHOCTH
NUTaHWS NPU XPOHUYECKON CEPAEYHON HEJOCTAaTOHHOCTU.
AfanTupoBaHo u3 [22]

¢ Manbabcopbuus
XpoHuyeckas CHUXEHMEe
cepaevHas noTpe6nexus HepocTtaro4HoCTb
HeAOCTaTO4YHOCTb nnLm nuTaHus

MoBbiweHne
MeTabonmyecknx
1 9HEePreTUyYeckmx

noTpebHocTeMn

~
26 w
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BCTPEYaAEMOCTM KapaMoMuonaTuu COCTaBNseT MPUMEPHO
ot 1,13 pgo 1,24 cnyyaeB Ha 100 Tbic. AeTen B BO3pacte
no 18 net, npu 3ToM HaubonbluMe 3Ha4YeHUs noKasaTtens
perncTpupyloT cpeau neten B Bo3pacte Ao 1 roga [22].
Kapanomuonatum okasbiBatoTcs npuynHon 50% Bcex chy-
YaeB TpaHcnaHTauuu cepaua y aeten [22, 29]. lNMpumepHo
1/3 nauneHToB, KOTOPbIM AWArHO3 Obln NOCTaBNAEH Ha nep-
BOM rOAy *KM3HW, NorMbatloT B TeyeHue roga. MatunetHss
BbIXKMBAEMOCTb Cpeau AeTeN, NepexuBLIMX MNepBbii rog
¥U3HU, cocTaBnseT 85% [22, 30]. B HegaBHEM MeEXKAYHAPOA-
HOM MCCneaoBaHuK, NpoBeaeHHOM B bpasunuu, npu Habto-
OeHun 3a 165 getbmu ¢ nanonatuyeckon AKMI B nepuog
BpemeHu ¢ 1979 no 2003 r. ycTaHOBNEHA MNOJIOKUTENbHAdA
M He3aBUCMMasa Koppensauus Mexay Z-score macchbl Tena
1 BblXKMBaeMocCTblo [22, 31].

HepoctatoyHocTb nuTaHua y aeten ¢ XCH HeobxoamMmo
npeaoTBpallath, a He paccMaTpuBaTb €€ Kak oxuaaemoe
ocrnoxHeHue. HezaBucnmo ot atnonormm XCH npu gonaKHom
HabNoAEHNN, MPOBEAEHNN KOPPEKLIMM NMUTAHNUS C UCMOMb30-
BaHWEM CMeLManmM3npoBaHHbIX MPOAYKTOB HOpManu3auus
HYTPUTUBHOIO CTaTyca He TOMbKO COMPOBOXKAAETCS yy4lle-
HWEM MnoKa3aTenen pocta 1M pa3BuUTUS pebeHKa, HO U ONTU-
MW3NPYET UCXoabl neveHns [19, 25, 26].

OcHOBHas naess COBPEMEHHOM TaKTUKM BeAeHWUs nauu-
eHTtoB ¢ XCH no6on atnonornm npegycmaTpuBaeT paspa-
60TKY KOMMIEKCHbIX Mep TepaneBTUYECKOro BO3AENCTBUS.
CornacHo pekomeHgauuam EBponenckoro obuiectBa Kap-
aMonoroB, meaMkameHTo3Hoe nedeHme XCH npeacraesnser
coOG0OM BaKHylO COCTaBASAOLLYIO, OAHAKO WrHOpPMPOBaHMWE
BpayamMu HEMEeAMKaMEHTO3HbIX METOAOB Tepanuu (pexum,
aveTta, o6pa3 KU3HWU) 3aTPYAHSAET AOCTUIKEHWE KOHEYHOro
ycnexa u CHUXaeT addEKTUBHOCTb 1e4eBHbIX MEPOMPUATUI
[16]. B cBAA3M C 3TUM HYTPUTUBHbIN cTaTyc aeten ¢ XCH Heob-
XOAMMO OLEeHMBATb Ha MOMEHT MEPBMYHOrO Ob6palleHus,
a 3aTeMm 4yepes peryaspHble MHTepBabl BpeMeHn. YacTtoTa
OLIEHKM [OMIKHa OnpeaensitbCa Ha OCHOBaHMM BO3pacTa,
AWHAMUKM KIMHWYECKOrO COCTOSIHMS M BO3MOXHOMO pUCKa
pPas3BUTUSA HYTPUTUBHbBIX OC/IOKHEHWNW. TpK oueHKe GuU3u-
YEeCKOro pa3BMUTUS BarKHO y4MUTbIBaTb M MoOKasaTelb Maccehl
Tena, M pocTa, T.K. NPU ANUTENIbHO TEKYLMX 3a60eBaHUaX
MOXET pa3BMUBaTbCH UX COYETaHHbIN aednunT. [Ing aHannsa
nosly4eHHbIX AaHHbIX (Macca Tena, poct, MMT) peKomeHay-
€TCS MCMONb30BaTb OTKIOHEHUS WMHAMBMAYaNbHbIX MOKa3a-
Tenen (Z-scores), NOCKONbKY COBpPEMEHHas KnaccupuKaLns
HEeJOCTaTOYHOCTM NMUTAHWS OCHOBbLIBAETCS Ha BEIMYMHE ITUX
3HayeHun (cMm. Tabn. 2) [32].

KoppeKuusa HeocTaTto4HOCTU NMUTAHUA Y AeTeNn

C XPOHUYECKOM cepaeYHON HEA0CTAaTOYHOCTbIO

TaKTWKa AMETONOrMYECKOro NleYeHus 3aBWCWUT OT 3TUO-
NIOTUN W CTEeNeHU HEeAOCTATOYHOCTM MWTaHusA. KoppeKuus
pauMoHa NPOBOAUTCS C Y4ETOM 06LLEr0 COCTOAHUS pebeHkKa,
HaNM4Msa OCHOBHOW WM COMyTCTBYOLWEN naTtonoruu, paxktuye-

CKOro MUTaHus, NOTPEeOBHOCTENM B MaKPOHYTPUEHTAX U 3Hep-
rMn, PYHKLMOHANbHOIO COCTOSIHUS OPraHoB NuueBapeHus [4].

OTcTaBaHKWe pocTa U Beca OT 06LLENPUHATBLIX CTaHaapToOB
Ona Bo3pacTa M nona y nauneHtoB ¢ XCH MoOXeT KaK ycunu-
BaTb HapylleHue cepaevyHon GYHKLUUK, TaK U 9BNSTbCHA ee
pesynbraTom. [1eTh ¢ pas3nnyHbiMu ctagusamun XCH, KkoTopas
MoOBbILLIAET OCHOBHbIE 3HEPreTUYECKME 3aTpaThl, HYXXaaloTcs
B LOMONHUTENbHbIX Kanopuax ans obecrnevyeHns HopmasbHO-
ro pocta v pa3sutusa. OnTMManbHoe notpebneHne Kanopum
06bl4HO oueHunBatoT oT 120 go 140% OT 3HEepreTuyecKux
noTpebHOCTEN AN COOTBETCTBYIOLLIErO BO3pacta W nona.
Ecnn aHepretnyeckne nNOTPEOHOCTM 3A0POBLIX TPYAHbLIX
neten coctaBnstoT oKosno 110-120 KKan/Kr maccel Tena,
TOo nNpu XCH npowucxoaut ux ysenuyeHue ao 160 KKan/Kr,
a AOCTUXKEHME TaKOoro YpOBHS HEBO3MOXKHO 6€3 BKIOYEHUS
B paLMOH cneunannm3mpoBaHHbIX MPOAYKTOB C MOBbIWEHHOM
3HEepreTM4eCcKom LeHHocTblo [19].

OrpaHu4eHne KUAKOCTU WM CONKU SIBNAAETCS BaKHbIM
neyebHbIM GaKTOPOM, B OCOOBEHHOCTM B MNEPUOS [OEKOM-
neHcauuuM cepaevyHon pgeaTenbHoOCcTU. B pekomeHgaunsax
no BeaeHuto geten ¢ XCH yacTto oTMeyaltoT, 4To AneTa ¢ BbICO-
KUM COAEPXKAHMEM CONMM MOXKET OKa3blBaTb HeratuBHOE
B/IUSIHWE Ha TeYeHne 601e3HU N3-3a NEPErPY3KU HUAKOCTbIO
W ycunmBaTtb/npoBoLMpoBaTb AeKoMneHcauuio [8, 10, 33].
CoKpalieHue notpebneHns conm, NOMMMO NpeaoTBpaLleHns
060CTpPEHUM CepAedYHON HeOoCTaTOYHOCTH, CHUXKaeT A03bl
HEeoBX0AMMON ANYPETUYECKON TEpanuK.

HyTpuTMBHaa noaaepKa AOMKHa paccMaTpuBaTbCs Kak
YacTb KOMMJIEKCHOrO JfeYeHus AeTen C cepAaeyHon Heno-
CTAaTOYHOCTbIO M 0b6ecneynBaTb JOCTATOYHOE MOCTYyMNAeHWe
3HEepruu u 6enka He TONbKO ANs NPefOTBPALLEHMS, HO U KOP-
peKLMM nmetolleroca geduumTa HyTPUEHTOB, YTO MOATBEPK-
faeTcs pesynbTatamu NPUBEAEHHOIO BblWeE KIMHUYECKOrO
HabnogeHusa. OpraHuM3auua ne4ebHOro nNUTaHus AONXKHa
HaYMHaTbCA C PaHHEro BbISIBAEHWS AeTeW C PUCKOM pas3Bu-
TUS HYTPUTUBHOM HEAOCTAaTOMHOCTHM cpean naumeHToB ¢ XCH.
C 3TOM Lenblo NPeasoXeHo MCrnonb3oBaTb CKPUHWUHIOBbIE
aHKETbI-ONPOCHUKK, KOTOpble MNO3BOASAT HE TONbKO onpege-
NATb PyNMbl PUCKa MO Pa3BUTUIO HELOCTATOYHOCTU MUTaHKUS
B CTaLMOHape, HO W yCTaHaBAMBaTb TaKTUKY HabGMAlOAEHMUS
3a nauueHtamu [4]. Tak, ckpuHuHrosas wkana STRONGKids
BK/OYAET CYObEKTUBHYIO KIIMHUYECKYIO OLIEHKY, YYWUTbIBAET
orpaHu4eHune NoCTynaeHns 1 NoTepun NUTaTeNbHbIX BELLECTB,
3aboneBaHMs BbICOKOro puUCKa, npubaBKy Macchl Tena
B TeYeHWe nocnegHux Hepenb M MecsaueB. Mo peadynbratam
onpoca nauueHTa M B 3aBMCMMOCTH OT CyMMbl 6an10B oLie-
HWBAIOT PUCK M HEOBXOAMMOCTb MPOBEAEHUS HYTPUTUBHOWM
noaaepKu (tabn. 4).

3AKJ/IIOMEHUE

HyTpuTuBHasa noadep)XKa AeTeln ¢ HeaoCTaTOYHOCTbIO
nUTaHMa Ha ¢OoHe BPOMXKIEHHbIX MOPOKOB cepala W Kap-
AMOMMONATUM — Heob6XoAUMbIM KOMMOHEHT KOoMMaeKca

Ta6nuua 4. OueHKa p1cka pa3BUTUS HeAOCTaTOYHOCTH NMUTaHMS ¢ NoMollbto BonpocHMKa STRONGKids v nokazaHus ans HyTpUTUBHOM

NOAAEPIKKM
PuckK nutatenbHOW HeJ0CTaTOYHOCTU U HEOGXOAUMOCTb HYTPUTUBHOW NMOAAEPHKKHN
Bannbi Puck
MoaaepKKa U KOHTPOJb
4-5 BbICOKMit KoHcynbTaums Bpada-guetonora, MHAMBKUAYaNnbHas HYTPUTUBHASA NOALEPIKKa C UCNONb30BaHUEM
crneunannu3npoBaHHbIX CMecen AN 3HTepasbHOro NUTaHUS, KOHTPO/b ee 3GdEKTUBHOCTH
1-3 Cpeanmii 06cyaeHne Heo6X0AUMOCTH HYTPUTUBHOM NOAAEPIKKM C BPaYOM-AUETONIOMOM.
B3BewwnBaHue 2 pa3a/Hej, NOBTOPHas OLLEHKa pUcKa Yepes 1 Hep
0 Husruii OTcyTcTBYET HEO6X0ANMMOCTb B HYTPUTUBHOM noaaeprke. BasewvBanve 1 pa3 B 2 Hep,
OLleHKa pucKa yepe3 1 Heq




TepaneBTUYECKMX MEPONPUATUIA ANS MOATOTOBKM NaLMeH-
TOB K Onepauuu, KOTOpbI MO3BOASET YNYy4lUTb TeyeHue
M MPOrHo3 3aboneBaHuns. AGPEeKTUBHOCTb KOPPEKLUU HEAO-
CTATOYHOCTU MUTAHUA Yy AETEN C XPOHUYECKOM cepaedHomn
HeJOCTaTOYHOCTbIO HEBO3MOXHA 6€3 afleKBaTHOro U AuHa-
MWYECKOrO0 KOHTPOAS COCTOSIHMS HYTPUTMBHOrO cTaTyca.

UCTOYHUK ®UHAHCUPOBAHUA

CraTbsl onyénuKkoBaHa npu nogaepke 000 «HyTpuuns daBaHc».
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lbyaHoe MooOKO — siyyliee nutTaHue 418 pebeHKa NepBoro roga Xu3Hu. [11s yenewHoro nepexoia 0T KOPMAEHUS TPYAHbIM
MOJIOKOM MJIN CMEChIO K BBEAEHUIO MPOAYKTOB NPUKOPMa PebEeHKYy Heo6X0AMMO Hay4YuTbCsS BOCMPUHUMATb BKYC HOBOM
MMM, KoTopyto eMy npeanararoT. Hamu 661710 OLeHEHO BKYyCOBOE BOCMPpHUATUE MPOAYyKTOB rnprnkopma y 30 geTer B Bo3pacTe
0T 4 0 12 Mec KM3HM, KOTOPbIe BblaN pa3aeneHbl Ha 3 rpynrbl B 3aBMCMMOCTH OT BBOAMMOIO MPOoAyKTa npukopma. lNepuosa
HabaaeHns coctaBua 30 cyT. Y4eT BOCnpUsiTMsl HOBbIX MPOAYKTOB MPMKOPMa MPOBOAMIN Ha OCHOBaHUN OL|EHKN 3MOLIMO-
Ha/bHOro cTatyca pebeHKa 1 NepeHoCMMOCTH NPOAYKTa NpMKopMa. B pesynbtate, B nepBov rpynne geTes 0Tkas oT npuema
OBOLLHOIro NpuKopma (6pOKKoIM, Kaba4yoK) 6bis1 oTMeyveH 4o 4,1 + 0,94 cyT oT Ha4Yasia BBeAEHMS NMPoayKTa. KnievHbie Koin-
KM M HapylleHWs XxapaKTepa cTy/sa oTMeqeHbl y 2 (16,6%) agetes aTou rpynnbl, HO Npu MNOBTOPHOM OCMOTPE MAafeHLEeB OHU
He 6blJ11 3aperncTpupoBaHbl. Bo BTOpo# rpynne rnoioxKMTebHOe BOCPUSITUE 6€3MOJIOYHOM MPEeYHEBON Kallum, oboraljeHHon
w3-MOJIMHEHACHILEHHbIMU XUPHBIMW KMC/IOTaMu, Habaoganm HaumHas ¢ 3,0 £ 0,97 cyT oT Havyasna ee BBeAeHWs. B aTo
rpynney 1 (8,3%) pebeHKa 3apuKcnpoBaHo cpbirnBaHne ny 2 (16,6%) — naMeHeHue xapaKktepa ctyna. Yepes 2 Hea Hapy-
LieHne xapaKktepa ctysia coxpaHsisiocb y 1 (8,3%) pebeHKa. B TpeTben rpynne getv, Ha4mHas co 2-ro AHs rnpmema MsCHOro
rope, €M 3T0T NPOAYKT C YAOBOALCTBMEM, HAPYLUEHUI CO CTOPOHbI XKEYyA0YHO-KULIEYHOro TpaKTa He 3aperncTprpoBaHo.
Taknm o6pa3om, uccaeayembie nPoAyKTbl MPUKOPMa MMEIOT XOPOLLUMI BKYC, MMoaaiepreHHbii c6aiaHCUpoBaHHbINA COCTaB
M MO3BOJIAIOT Pa3HO06pa3nTb PaLMOH AETel paHHEro Bo3pacTa.

Knro4deBble cnoBa: BKyCOBbI€ NPEeAnOYTEHMS, MPUKOPM.

(Ansa ymtupoBaHus: 3axaposa W.H., Cyran H.T., AmuTtpuesa t0.A., CBuHUMLKaNA B.N. BKycoBble npeanoyTeHuns y geten
paHHero Bo3pacTa: 4YTo WX onpeaenser? Bonpockl coBpemeHHoH neguatpumn. 2015; 14 (6): 706—-709. doi: 10.15690/

vsp.v14i6.1480)

BBEAEHUE

[pyoHoe MONIOKO €ABASIETCA NyYWWM MUTaAHUEM Ans
pebeHKa NepBoOro roga W3HW, ogHaKo B 4—6-mMeca4yHOM
BO3pacTe HeobXxoaMMO BBOAWTb MPUKOPM. YacTo y poau-
Tenen BO3HWKalOT TPYAHOCTM NpU BBEAEHWUU NPOAYKTOB
npuKopma, Korga pebeHOoK 3HaKOMMUTCA C HOBbIM BKYCOM
[1]. 3HavyanbHO AeTaM HpaBATCA MPOAYKTbl CO CRadKum
BKycoMm. B panbHenwem ¢opmMmpoBaHWe BKyca 3aBUCUT
OT paHee MPUOBPETEHHbIX BKYCOBbLIX NMpeanoyTeHui. Tak,
B uccnefoBaHun L. Cooke u coaBT. (2003) npuHumanu
y4yacTve fetu B Bo3pacTe oT 2 [0 6 neT. ABTOpbl NoKasanu
6onbluee NPeanoyTEHNE 4ETbMU 3TOMO BO3PacTa MOMOYHbIX
NPOAYKTOB U KOHAWUTEPCKMX mn3aenui. OTKa3 OT BBeAEHUS
HOBbIX OBOLLEN, GPYKTOB U Msica Habnoaancs Yauwe [2].

MpennoyTeHne K cnagkomy BKycy GOpMUPYETCS B Nepu-
04 BHYTPUYTPOOGHOro pa3suTua pebeHKa. K 6-my Mec
rectaumm BKYCOBOW aHanu3aTop nfioga AocTaToqHO chop-
MWpPOBaH Aas TOro, YTo6bl BOCNPUHMMATL PasfiMyHble BKY-
Cbl M nepefaBaTb MHDOPMALMIO B FOIOBHOM MOS3I, BAUSS
Ha noBefeHWe peGeHKa. Camble NepBble WMCCNeaoBaHUSA
no onpeaeneHnto BOCNPUATUA BKyca y naoga Gbinn npo-
BeaeHbl B 70-x rr. XX B. A.W. Liley B 1972 r. nokasan, 4to
M3MEHEHUEe YacToTbl INoTaTeNbHbIX ABUKEHUI NNoja 3aBu-
CWT OT XapaKTepa BBOAMMbIX B COCTaB aMHUOTUYECKOMN KuUa-
KOCTM pacTBOPOB. ABTOP OGHapYXuUN yyalleHue rnotaTenb-
HbIX ABUXKEHWI Y NSIoAa NpU BBEIEHUU CNAKMX PacTBOPOB
1, HA06OPOT, 3ameneHne — NPy BO3AENCTBUM FOPbLKOro
BKyca [3]. G.K.Beauchamp u coaBT. (2011) nokasanu

I.N. Zakharova, N.G. Sugyan, Yu.A. Dmitrieva, V.l. Svintsitskaya

Russian Medical Academy of Post-Graduate Education, Moscow, Russian Federation

Taste Preferences in Infants: What Defines Them?

Breast milk is the best food for a baby of the first year of life. To pass successfully from feeding by breast milk or formula to
the introduction of complementary food, a child need to learn to perceive the taste of new products offering to him. We have evaluated
mouthfeel of complementary food in 30 children aged between 4 and 12 months of life, which were divided into 3 groups according to
the administered complementary food. The observation period was 30 days. The accounting of the perception of new complementary
food was carried out basing on the assessment of the child's emotional status and tolerability of the complementary food product. As a
result, in the first group of children the refusal of the vegetable intake (broccoli, squash) occurred to 4.1 + 0.94 days from the start of
the product administration. Intestinal colic and defecation disorders were observed in 2 (16.6%) children of this group, but they were
not registered after the re-examination of infants. In the second group, the positive perception of buckwheat dairy-free porridge rich in
w3 polyunsaturated fatty acids was observed ranging from 3.0 + 0.97 days from the start of its administration. In this group 1 (8.3%)
child responded by the appearance of posseting and 2 (16.6%) — by defecation disorders. After 2 weeks 1 (8.3%) child still had
defecation disorders. In the third group, children, starting from the 2nd day of the intake of pureed meat, ate this product with pleasure,
disorders of the gastrointestinal tract have not been reported. Thus, studied complementary food has a good taste, hypoallergenic
balanced composition and allows to diversify the diet of infants.

Key words: taste preferences, complementary food.
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B/NSHWE paLMOHa NUTaHUA MaTepu BO Bpems 6epemMeHHo-
CTW Ha dopMUpoBaHUe BKyca y pebeHKa B nocneaylouiem.
OKasanocb, 4TO pebeHOK paHHero Bo3pacTta otgaeT 60/b-
lwee npeanoyTeHne TeM MNpoayKTaM MpUKopMa, KoTopble
ynotpebnsna eHwuHa BO Bpems 6epeMeHHOCTU. ABTOpbI
MPULLAN K BbIBOAY, YTO aMHWOTMYECKAs MUAKOCTb NPUOG-
peTaeT BKyC NPOAYKTOB, KOTOPbIE yNoTpebnsaeT 6epeMeHHas,
TEM CaMbIM 3TU BKYCbI owyLaeT pebeHOK BHYTPUYTPOOGHO [4].

[JanbHenwwne wccnegoBaHns MNPOAEMOHCTPUPOBAIH,
YTO Aarke HEAOHOLWEHHble MNafeHLbl Y)Xe B nepsble Yachl
WU3HW CMOCOGHbI MO-pa3HOMy pearMpoBaTb Ha pasfiyHble
BKycbl. B pa6otax E. Tatzer (1985) u T.R. Maone (1990)
NOKa3aHo, YTO HeJOHOWeHHble MafeHLbl, poaMBLIMECH
B nepuoa mexay 33-n u 40- Hep BHYTPUYTPOOHOro pas-
BUTWS, HAYMHAIOT COCaTb COCKY, MOACNALLEHHYIO CaxapOo30H,
¢ 60/1blUMM YAOBONBLCTBMEM, HEXENN YEM MPU BBEAEHUU UM
BoAbl [5, 6]. B TeyeHWe HECKONbKUX 4acoB MOCNE POXAae-
HWUSA HOBOPOXAEHHbIE MOTYT AnddepeHLnpoBaTh PasinyHyo
CTeneHb CNagocTu U C yAOBOJIbCTBMEM COCYT ClafKyto BOLy
Nno cpaBHeHUO ¢ 0b6bl4HOW. Korga cnagkmin pactBop nona-
[aeT B NoJIOCTb pPTa, MAafeHLbl paccnabnsatoT Anuo, nHorga
Y HUX NosiBNsieTcs ynbloKa [7].

Ha dopmupoBaHue BKYCOBbIX MpeanoyvTeHuin pebeHka
OKa3bIBaET B/IUSHWE XapaKTep ero BCKapM/IMBaHUA B Teye-
HWEe NepBbIX MeCSLEB XW3HWU. [JeTn, Haxodsawnecs Ha rpys-
HOM BCKapm/ivBaHWK, NPEANnoYMTaloT Te NPOAyKTbl MPUKOP-
Ma, KOTopble MaTb ena B Nepuog KopmiaeHus rpyapto [8, 9.
C.A. Forestell, J.A. Mennella (2007) npoBenu OLEeHKY BAUSHUS
rPYAHOr0 BCKapM/IMBaHWA W MULLEBOro OMbiTa MajeHLEeB
Ha dopmupoBaHME UX BKYCOBbIX npeanoyteHun. 45 peten
paHHero Bo3pacTa, BKIIOYEHHbIX B UCCiefoBaHue, Oblin pas-
JeneHbl Ha 2 rpynnbl B 3aBUCUMOCTU OT XapaKTepa BCKapM-
NMBaHus. ECnu eHlWmMHa B Neproj KOPMIEHUS FPyAblo Npes-
noynTana pasHoobpasHblie GPyKTbl, TO B ByaylliemM pebeHKy
HpPaBUCH BKYC 3TUX GPYKTOB, YEro He ObiNI0 OTMEYEHO Y feTeN,
HaxoAsLWMXCH Ha UCKYCCTBEHHOM BCKapmanMBaHuu [9].

Ha dopmurpoBaHmne BKYCOBbIX NPeAnoYTeEHUM NPU UCKYC-
CTBEHHOM BCKapM/IMBaHWM MOXET OKa3aTb BJ/IUSHUE BKYC
ncnonb3lyemon cmecu. [lokasaHo, 4To AETHU, KOTOPbIE Ha nep-
BOM Oy YXWM3HW MONyyYanu CMeCb Ha OCHOBe rugponusara
6enka, B 6yaylleM OTAAlOT NpeanoyTeHne NpoayKtam, BKyC
KOTOPbIX HAaMOMWHaET BKYC rugponunsara 6efka, T.e. ¢ 60/b-
LM YyAOBONBbCTBUEM €ASAT rOPbKME U K1cnble npoaykTbl [10].

Bnarogaps cnagKkomy BKYCY BO PTY MOXHO JayKe NPpUTYNuTb
owyueHve 6onu y geten [11], NOCKONbKY OH MOXET CTUMY/N-
poBaTb onuouaHble peLentopbl. CNOCOGHOCTbL CMaAKoro BKyca
[encTBoBaTh B KayecTBe 06e360/MBatoLLero cpeacrtsa obina
uccnegoBaHa y HeJOHOWEHHbIX M JOHOWEHHbIX HOBOPOXKAEH-
HbIX. Y4eHble NPULWAN K BbIBOAY, YTO CMaAKUM BKYC SBASETCA
3OPEKTUBHBIM B CHUXKEHMM BOCNPUATUS CMIOHTAHHOW 601K, U,
cnefoBatenbHO, NMPOAOMIKMUTENBHOCTM Niaya KaK Y AOHOLIEH-
HbIX, TaK U Y HEAOHOLLIEHHbIX AETEN, YTO CTaN0 UCMONb30BaTLCA
npv NpoBefeHUU UMK BONE3HEHHbIX NpoLeayp (BEeHENYHKLMM
WK BHYTPUMbILWEYHbIX MHbEKLUMI) [12]. B apyrom uccneposa-
HWUUW NOKa3aH aHanbresnpywmnin apdeKT cnagkoro BKyca npu
U3Y4EeHUWU MPOAOIKMUTENBHOCTU YAEPXaHWUS PYK B XONOLHOM
BoJe. [leTn aepxanun pyku B X0NoJHOW BoAe AOJblUE, ECNN UX
B 3TO BPEMS KOPMUIIU CNagKUMK npogyKkramu [13].

B oTnyme OT OTYETNIMBOW peaKLMn MAageHua Ha cnagkum,
KUCNbIM M TOPbKUA BKYCbl, 3HA4YMMOro OTBeTa MNpu BBeje-
HUW HOBOPOX/EHHbIM CONEHbIX PAaCTBOPOB MCCNefoBaTeENAMU
OTMEY€EHO He 6b1510. B pabote J. Menella v coaBT. (1996) noka-
3aHo, YTO peaKkuusi pebeHKa Ha CoNeHoe ABNSETCA XapaKTep-
HbIM MPUMEPOM U3MEHEHUSA BKYCOBOIO BOCMPUATUS C BO3pac-
ToM [14]. ABTOpbl NMPOAEMOHCTPUPOBASIK, YTO MpeanoyYTeHne
COJIEHbIM pacTBOpam nepes npocTon BoLOM MnafeHUbl Hauu-
HaloT OTAaBaTh TONIbKO K 4 MEC XM3HW, MPU 3TOM MaKCUMasbHO
Bblpa)KeHHaa peaKkuus oTMeyaercs B nepuoa ¢ 4 4o 6 Mec.

C 0aHOM CTOPOHBI, MOSIBAIEHNE PeaKLIMKN Ha COJSIEHbIE PacTBOpPbI
K KOHLly NepBOro Nofyroamns *M3HU MOXET OTpaxaTb npoLecc
CO3pEBaHUS NepuPepryecKnx U LEeHTpasbHbIX MEXaHW3MOB
BOCMNPUATUSA BKyCa, C APYroM — He WUCKIIoYaeT BO3MOXKHOCTU
B/IUAAHWS MEPBOro OfblTa 3HAKOMCTBA C COJIEHbIM BKYCOM
B 3TOM BO3pacTe Ha GopmMupoBaHMe NPEANOYTEHUS K HeMy
B JanbHenweM. o cpaBHEHMIO CO ClaKMM BKYCOM, BOCMpU-
ATWE CONEHOIO0 HOBOPOXAEHHLIMW, B OTIMYME OT B3POCIbIX,
6onee cnoxHoe. [etn npeanoyuTaloT 3Ha4vuTeNbHO 6Gonee
BbICOKME KOHLIEHTpauun conu [15]. Tem He MeHee HOBOPOXK-
[leHHble, KaK MpaBWO, HEe pearupyloT Ha YMEpPeHHble KOH-
ueHTpauun conu. OuwyleHne CONEHOro BKyca pa3BMBaeTCs
Nnos»e, BOBMOXHO, B 2—6 Mec [16]. BkycoBoe Bocnpusitue
COJIEHOr0 TaKXKe 3aBWUCUT OT NPEANOYTEHUI MaTepy BO BpeMs
6epemeHHOCTM [17], HO OHO 60onee M3MEHYMBO, YEM OT Craj-
Koro. lpegno4yteHne coneHoro BKyca B Bo3pacte 4 Mec
ObII0 Bbllle y AeTel, MaTepu KOTOPbIX BO Bpemsi 6epemeH-
HOCTW CTpajanu TSeNblM TOKCUKO30M, a8 UMEHHO YTPEHHEN
PBOTOM, MO CPaBHEHWIO C AETbMM, YbM MaTepu He cTpaganu
TOKCUMKO30M MW UMENU nerkue ero nposisneHuns [18]. Mosxe
nceneaoBaTeny YCTaHOBUAM MPSIMYIO KOPPENALMIO MeXay cTe-
NeHbIO BblPaKEHHOCTU TOKCMKO3a BO BPeEMSi 6epeMEHHOCTH
W NpeanoyvTeHUs CoeHOro BKyca AeTbMu. bonee anutenbHoe
HabnoaeHne 3a JeTbMU NoKasano, YTo NOAPOCTKU NOTPe6ns-
tOT 60J1blUE COMKU, ECIU B PaHHEM BO3pacTe Y HUX UMEN MEeCTO
CUHIPOM CPbIrMBaHUSA UAN AMaAPENHbIN cuHapom [19].

B 2001 r. B CLLA npoBenu oueHKy GOPMUPOBAHUSA BKY-
COBbIX MPeAnoYTeEHU MAAAEHLEB Ha MEPBOM Oy XKWU3HM.
B uccnenoBaHue 6blM BKIKOYEHbI A€TU paHHEro Bo3pacTa,
KOTOPbIM BBOAW/IN HOBbIM HE3HAKOMbIA MPOAYKT MPUKOpMa,
W OCYLLECTB/ISANIN OLLEHKY OTHOLUEHWS MJIaJeHLEB K HOBOMY
NPOAYKTY, B 4aCTHOCTM K MOpPKOBW. lNepBbii 3Tan Habnwae-
HUA cocTaBun 9 gHeW. 3a 3TOT Nepuoa MafeHLbl NepBon
rpynnbl Noayy4anM MOPKOBb, BTOPOWM — OBOLLHOM MPUKOPM
Kaptodesnb, a B pauMOH MNadeHLEB TPeTben rpynnbl exe-
[HEBHO BBOAW/IM HOBbIE MPOAYKTbI NPUKOpMa. Taknum obpa-
30M, K 9-M CyT pauUMOH MNageHUeB TpeTben rpynnbl OTAu-
Yyascsa OT OCTallbHblX pa3Hoo6pa3nem NPoAyKTOB MpUKopma.
Ha BTopom aTtane HabnogeHUs BCeM [eTaMm npeanarancs
OBOLLHOM MPUKOPM MOPKOBb. [JeTh NepBoK U TPETbEN FPynMnbl
BOCMPUHUMANM MOPKOBb JOCTATOYHO XOpOLWO. 3aTeM BCEM
[eTaM BBOAMIN COBEPLIEHHO HE3HAaKOMbIN NMPUKOPM — MSC-
HOe Mtope. YCTaHOBEHO, YTO MACHOE Mope C Y40BOIbCTBUEM
enn AeTn TpeTbew rpynnbl, Y KOTOPbIX C CAMOro Havyana 6bin
pa3HO06pasHbIi paunoH nutaHus [20].

Takum 06pa3oM, GopmrpoBaHME NpPaBUbHbIX BKYCOBbIX
npeanoyTeHMn 3aBUCUT OT COBNOEHUS CPOKOB BBeEHUS
NMPUKOPMa U BKJTIOYEHWUS pa3HO0OpPa3HbIX MPOLYKTOB B paLiy-
OH pebeHKa.

PE3Y/IbTATbl COECTBEHHbIX HAB/TIIOAAEHU I

Ha knuHnyeckon 6a3e Kadepnpol negnatpum PMATO (amby-
NaTOPHO-NONAMKANHMYECKUI LieHTp N2 133 . MocKBbI) 6b110
NpOBeAEHO UCCNefoBaHKeE, Liefiblo KOTOPOro iBMU1ach OLEHKa
BKYCOBOIO BOCMPUATUSA MPOAYKTOB MPUKOpPMa Yy AeTen paH-
Hero Bo3pacTta. B KayecTBe NpoAyKTOB MpUKOpMa B JaHHOM
nccnefoBaHMU MCMONb30Banu MPOAYKTbl KOMMNaHwuu Heinz:
«peyHeBasn KalwkKa ¢ Omeron-3», oBoOLlHbIE Mope «KabayKku»,
«BpoKKonw», MAcHbIe Nope «TendTuHKar, <HexHas UHAeeu Kar.

B nccnepoBaHue Gblnn BKIIKOYEHbI 340POBbIE AOHOLWEH-
Hble AeTu B Bo3pacTe oT 4 Mec Ao 1 roga ¢ HoOpMasbHbIMU
MacCo-pOCTOBbIMK MOKa3aTensiMu, Haxogswuecs Ha rpya-
HOM, CMEWaHHOM WKW WMCKYCCTBEHHOM BCKapM/IMBaHMM,
KOTOPbIM HYXXHO 6blN0 BBOAWTb MPOAYKT NpuKopma. [eten
pasgenunu Ha 3 rpynnbl B 3aBMCUMOCTM OT NPOAYKTa npwu-
Kopma. B nepByto rpynny Bownu 12 geten (cpeaHuin Bo3pact
494 + 0,19 mec), KOTOpbIM B KayecTBe npuKkopma O6bino
NpeanoXeHo oBoLHoe Nope (KabadoK, 6poKkKonn). 12 geten
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OGMEH onbITOM

BTOpPOM rpynnbl (cpeaHuin sospact 5,04 £ 0,2 mec) nonyvyanu
6€3MOJI0HHYI0 TPEYHEBYIO Kally C w3-NMOJMHEHAChILEHHbIMU
YMUPHBIMKU Kucnotamu. B TpeTbio rpynny sBownun 10 geten
(cpeaHu Bodpact 7,06 = 0,30 mec), KOTOpbIM AaBanu Msc-
Hoe Mniope (MHAeNKa, HeXHasa TeNATUHKA).

Mepnoa HabnoaeHusa coctaBun 30 CyT, B TeHeHMEe 3TOro
BPEMEHM 3anpelanocb BBeAeHWEe obblX APYrnX HOBbIX
NpPOAYKTOB NpMKopma.

KpuTepursiMmn HEBKIOYEHUS B UCCIefOBaHUs Gbln Haln-
4yne OCTPOM MHOEKLMOHHOM NaToNOrmu; NpUeM Apyrux npo-
[IYKTOB NPUKOpMa nepej BK/IIOYEHWEM B HACTOSILLEE UCChe-
[lOBaHWe U OAHOBPEMEHHOE y4acTue B APYroM KIMHUYECKOM
uccneaoBaHumn. Kpurepun UCKNYEHUS U3 UCCNefoBaHUA —
MHAMBMAYaNbHAsA HENEepPEeHOCMMOCTb, aNepruyecKkme peak-
UMW Ha BBEEHWE NPOoyKTa NPUKOPMA; KenaHue poanTenen
NPeKpaTUTb yyacTue pebeHKa B HacTosALWEM UCCieJoBaHUM.

McecnepoBaHue npegycmaTpmBano He MeHee 3 BM3UTOB
nauneHTOB K Bpady 3a nepuoa HabntogeHus.

lMepBbli BU3UT — CKPUHWHIOBLIW. [poBoaunu c6op
aHaMHe3a, OCMOTP M OLIeHKY 06Lero CoctosiHus pebeHka
NS NPUHATUS PELIEHUS O COOTBETCTBMM MaLMEHTa KPUTEPU-
SIM BK/IIOYEHMS B UccnenoBaHue. Nocne nognucaHns poaute-
namu pebeHKa MHGOPMMPOBAHHOIO COrNacus OCyLLEeCTBASIN
BblAayy NpoayKTa npuKopma 1 cneuunanbHo paspaboTaHHOM
aHKeTbl A9 OLEHKM BOCNPUSTAS HOBOMO NPOAYKTa M 3anon-
HEHUS ee PoaUTENSMM.

BTOpoN BM3WUT — KOHTPOJIbHbIM — OCYLLECTBASANCA Ha
10-14-e cyT: geTen ocmaTpuBanu C LE/blO OLLEHKKU nepe-
HOCMMOCTM HOBOrO MPOAYyKTa.

TpeTtut BU3MT nponssoaunncsa Ha 30-1 aeHb: AeTen ocMma-
TpUBaNM NOBTOPHO, OCYLLECTBASANM aHTPONOMETPUIO U OLLEH-
KY COCTOSIHUSI }KENYyA0YHO-KMULIEYHOr 0 TpaKTa.

BBOAUTL NPUKOPM PEKOMEHA0BANN OGbIYHBIM 06Pa30M,
HaymMHaa ¢ 1 cT.n., nocreneHHo gosoas o6bem Ao 200 T.
BBeneHve npoayKkTa Nnpukopma npogomxkanu ao 3—4 nocne-
[LoBaTe/lbHbIX OTKa30B pebeHKa OT Hero.

OLEHKY BOCMPUSATUS HOBbIX MPOAYKTOB MPUKOPMa NpoBO-
MW Ha OCHOBaHUMU:
® 3MOLMOHaNbHOro cratyca pebeHka (no wkane ot O 1o

5 6annoB) cpady nocfie KOpMIeHUs (peakuns pebeHka

Puc. OueHka GyHKLMOHaNbHbIX HapyLIEHWI KeNyA0HHO-KUWEYHOrO
TpaKTa Ha ¢poHe BBeAeHMS MpUKopMa

Yucno perten
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Konuku CpbiruBaHus Hapywenue
cTtyna

[l MNepeasirpynna [l Bropas rpynna [ TpeTbsa rpynna

Ha NpeAMeTbl, CBSiI3aHHbIE C PUTYasloM KOPMEHNS — BUA
TapesKu, NOXKKK, BbiICaKMBAHWE Ha CTY/IbYMK, K CTONY ANS
KOpMNEeHUs);

® CPOKOB BOCMPUSATUS HOBOrO MPOAyKTa — BblparKeHue
pafocTV UM HENPUA3HKU Ha NnLe peGeHKa Ha OCHOBaHWK
€XeHEBHOM OLLEHKM MaTepu B MHAMBKUAYaANbHOM KapTe;

® EepeHOCMMOCTM MNPOAYKTa (annepruyeckne peaxumu,
nosiBjieHne CUMNTOMOB GYHKLMOHaNbHbIX HapyLleHWI
KENyIO4YHO-KUIIEYHOrO TpaKTa — CPbIrTMBaHWUS, KULLIEY-
Hbl€ KOJIMKM, HapyLleHWEe XxapaKTepa cTyna).

PesynbraTthl MccneaoBaHUs OLEHWMBANAM Ha OCHOBaHMU
3anvcen mMaTepu B MHAMBWMAYaNbHOW KapTe, r4e OHU exxe-
[HEBHO OTpa)Kanu nokasaTtenn BOCMPUATUS U NepPeHOCUMO-
CTW NPOAyKTa MPMKOPMa, a TaKKe [JaHHbIX OGbEKTMBHOIO
ocmoTpa Bpayom B 1-e n 30-e cyT HabnoaeHus.

Mbl OLEHUIM CPOKM BOCMPUSATUS HOBOMO MPOAYyKTa npu-
KOpMa Ha OCHOBaHMM [aHHbIX 3MOLMOHaNbHOroO craTyca
pebeHKa, a TaKKe NepeHOCMMOCTb MPOAyKTa MNpuKopma
Ha OCHOBAHWW annepruyeckmx peakunin mnm GyHKLUMOHasb-
HbIX HapYLIEHWI }eNyA04YHO-KMLLEYHOro TPaKTa.

Mo pesynbrataM MUcCnegoBaHWSA YCTAHOBMIEHO, YTO 3a
nepuoa HabnaeHUs BO Bcex 3 rpynnax 3MOLMOHaNbHbIN
cTatyc AeTen, No JaHHbIM MaTtepen, 6bi1 OLLEHEH BbICOKO YXKe
B 5-e cyT npuema npukopma (tTabn.).

B nepBon rpynne geten OTKa3 OT NpuMema OBOLLHOMo
npuKkopma 6b11 oTMedeH Ao 4,10 + 0,94 cyt oT Havyana BBe-
AeHnsa npoaykta. KuleyHble KOMMKU U HapyleHUs xapak-
Tepa cryna 3aduKcupoBaHbl y 2 (16,6%) LeTen nepsBow
rpynnbl, HO NPY NOBTOPHOM OCMOTPE MAaAeHLEB OHM 3ape-
rMCTPUPOBaHbI He Gblin. Bo BTOPOWH rpynne NoaoxutenbHoe
BOCNpPUATUE 6E3MONOYHON FPEeYHEBOM Kalln, oboraleHHOom
w3-MOMIMHEHACHILEHHbIMU XUPHBIMW KUCOTaMu, Habnoaa-
v HaymHas ¢ 3,0 £ 0,97 cyT oT Havyana ee BBeAeHUs. B aTon
rpynne y 1 (8,3%) pebeHKka OTMEeYEeHO NOsIBJIEHME CPbIrMBa-
HUM My 2 (16,6%) — n3MeHeHne xapakTepa ctyna. Yepes
2 Hep HapylleHWe XxapaKTepa cTyna coxpaHsanocb y 1 (8,3%)
pebeHKa. B TpeTber rpynne 4eTu, Ha4ynmHas co 2-X CyT npuema
MSICHOrO Mtope, en 3TOT NPOAYKT C YAOBONLCTBMUEM, HapyLle-
HWI CO CTOPOHbI XKENYAOYHO-KULIEYHOro TpaKTa He 3aperu-
CTpMpoBaHo. Heo6xo0ANMO OTMETUTb, YTO HU Y OAHOTO pe6eH-
Ka He Oblin OTMEYEeHbl annepruyeckue peakuuun Ha ¢oHe
npuema npoayKToB NpuKopma (puc.).

OBCYXAEHME

Poautenun Bo BceM MuUpe B TOW UM UHOM CTENeHu obec-
NMOKOEHbI KOPMNIEHWEM CBOMWX AeTen. TaKk, B uccneaoBaHum
B.R. Carruth 1 coaBT. npu onpoce matepen oKkono 50%
yTBEPXKAanu, Y4To No KpanHen mMepe Of4MH U3 UX AeTen nno-
X0 ecT [21]. becnokoncTBO NO NOBOAY KOPMJIEHWUA CBOEro
pebeHKa BO3HUKaET B MepUo, Koraa HauynHaeTcs BBeaeHne
NpUKOpMa, U BO3HWKaIOT TPYAHOCTU BOCMPUSATUSA HOBOIO
npoaykrta. CywecTByeT HECKObKO MOHATUI, ONpeaensitoLImnx
npobnemMbl, CBsi3aHHble C BBEAEHWEM HOBbIX MPOAYKTOB
npukopma. Hanpumep, Heodobus — 0OTKa3 OT MPOAYKTOB,
KOTOpbIE ABNSIOTCA HOBbIMU UM HEM3BECTHLIMU /151 pebeH-
Ka. MNpobnema ycTpaHsaeTcs Npyu NOBTOPHbIX MOMbITKaX 3Ha-
KOMCTBa pebeHKa C HOBbIM MPOAYKTOM MNpUKopma. TaKow
OTKa3 pa3HOM CTEeNeHW BblipaXKeHHOCTU HabMoAalT y BCEX

Ta6nuua. OueHKa cTeneHun BOCNpUATUSA NPOAYKTOB NPUKOPMa B rpynnax Habnogaemblx geTemn

MpoayKT MpuGaBka 3MoLMoHaNbHbINA cTaTyc, 6anbl Bocnpustue
npuKopma B Bece, I 1-ecyr 5-e cyT 10-e cyt npoayKTa, cyT
OBoulHoe niope 556 3,0+0,54 4,0+0,31 40+0,77 4,10 £ 0,94
[peyHeBas Kalwa 670 3,72+ 0,54 4,18 +£ 0,46 4,0+0,52 3,0+ 0,97
MscHoe ntope 556 3,65 + 0,46 40+0,42 4,75+ 0,16 2,71+1,10




[eTen BTOPOro rofa »W3HW, pelleHne npobniembl — 3TO
NoBTOPHblE NpeanoxeHus [22]. B 3apybexkHon nutepaTy-
pe BCTpeyaeTcs MOHATUE «picky eating», KOTOpoe umeeT
HenocnefoBaTte/ibHble ONPeAeNeHns U 3Ha4YeHUs pasHbIMU
aBTOpamMK B pa3HblX CTpaHax M BKIOYaeT B cebs «pa3dop-
YMBble B €e», «AETU CO CHUMKEHHbIM annetutom» [23]. «Picky
eating» He cyuTaeTca 3aboneBaHMeM, HO TPebyeT BHUMaHUSA
neanaTpoB. Bo nsbexaHune npobaem ¢ KOpMIeHNEM pebeH-
Ka B Oyayllem BBEAEHWE MNPOAYKTOB MPMKOPMa [AOJIKHO
OblTb CBOEBPEMEHHbLIM. B cooTBeTCTBMMN ¢ HauMOHanbHbIMU
pekomeHJauuamMu U pekomeHgauuamu ESPGHAN [1], ero
cnefyeT HaunHaTb B BO3pacTe oT 4 o 6 MeC Npu COXpaHeHUn
rpyaHoro BcKapmnmBaHus. MNpukopm pebeHKy 1 roga *usHu
[OJIKEH OCYWECTBNATLCA C WMCMNONb30BaHWEM MPOAYKTOB
NpoMbILLIEHHOrO npou3BoacTBa. B 2011 r. Ha Kadeape
negnatpun PMATMO (MockBa) 6bin NpoBeAeH ONpoc neauna-
TPOB ¥ MaTepewn AeTen paHHEro Bo3pacrta C Lenblo OLEHKM
npeanoyTeHns Gopm NPUroToBNEHUS NPOAYKTOB NPUKOPMA.
Onpoc neauMatpoB MNoKasas, 4YTto okono 50% pexkomMmeHaytoT
MCNoMb30BaTb MPOAYKTbl MPUKOPMa NMPOMBbILWIEHHOIO MU3ro-
TOB/IEHUS, HO ATUX PEKOMEHAALMIN NPUAEPKMBAIOTCS TOJIbKO
32% poautenen [24].

Mo paHHbIM HacTosAwero HabnlAeHUs, HayuHas C
4—-5-X cyT 3HAaKOMCTBa C HOBbIM MPOAYKTOM, A€TU PaHHEro

UCTOYHUK ®PUHAHCUPOBAHUSA
MccnepoBaHue U cTaTbs CNOHCUMPOBaHbl KOMMaHuen Heinz.

KOH®JIMKT UHTEPECOB

BO3pacTa C yaoBONAbCTBUEM easaT 1X. bbicTpee (Ha 2—3-€e cyT)
NPOUCXOAUT BOCMPUATUE MSACHOIO MOPE, HECKONIbKO M03-
e (Ha 1-2 [OHS) OeTM HayuHaloT C yAOBOJbCTBMEM €CTb
OBOLWHOe niope. Y HeKoTopbiXx AeTen (16,6%) nosBuanch
YHKLMOHaNbHbIE HapPYLEHNUS XKeNyaoYHO-KULLIEYHOro TpaK-
Ta Ha ¢oHe nprvema OBOLLHOIO MPe M rPeYHEeBON Kallw,
O[lHAaKO OHW HOCWIM BPEMEHHbIN XapaKTep, He TpeboBanu
KOPPEeKLMM WM CamMOCTOSITENbHO KynmMpoOBaNUCb B TeyeHue
1-1 Hen. B rpynne, rae BBOAMAW MSICHOE Miope, He 3aperu-
CTPMPOBAHO HapPYLWEHMIK CO CTOPOHbI KENYA0YHO-KULLIEYHOro
TpakTa. [poayKTbl MPUKOPMa XOPOLIO NEPEHOCUIUCH AETbMHU
W He BbI3blBasM Y HUX anfiepruyeckux peakumm.

Takum o6pasom, ans GopMMpPOBaHUSA MpaBUSIbHOIO
NULWEBOro NoBeAeHUs Y MAafeHLEB HEO6XOANMO MOMHWT,
4TO BKYC y pebeHKa popmMupyeTcs elle BO Bpems 6epeMeH-
HOCTM ero matepM. MutaHne 6epemMeHHON JOMKHO ObiTb pas-
HOOGPAa3HbLIM M MONHOLEHHbIM [25, 26].

3AK/TIOYMEHUE

MccnenoBaHHble HamMu MPOAYKTbI MPUKOPMa MMeoT
c6anaHCUpPOBaHHbIA COCTaB, MPUSATHBLIA BKYC M MO3BONSIOT
MaKCMMaJlbHO Pa3HO06PasvTb PaLIMOH MUTaHUA peGeHKa
paHHero BospacTa. ITM MNPOAYKTbl OTMYAKOTCH BbICOKMUM
Ka4yecTBOM M 6e30MacHOCTbIO.

ABTOpbI JaHHOW CTaTbW NOATBEPAUIN OTCYTCTBUE KOHMIMKTA MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLIMUTD.
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B cTatbe npeactaBaeHbl COBPEMEHHbIE JaHHbIE 06 0COBEHHOCTSIX 3TMOJIOMMU M NMaToreHe3a neseHo4YHOro AepMaTuTa y HoBo-
POXAEHHbIX M AeTein rpyagHoro BospacTta. [loka3aHa pojib GepMEHTOB KeJyA0YHO-KMILUEYHOro Tpakta, 6akrepuasibHbIX
U rpn6KOBbIX areHToB B ero pa3Butnin. lNpnBeaeHb! JaHHbIe 06 0COBEHHOCTSX ANPPEPEHLMATbHON ANarHOCTMKU 6ONE3HEN
KOXXM C BOB/IEYEHUEM aHOreHuTaabHon obsiactn. OTMe4YeHbl 0COBEHHOCTHM MPOSIBIEHUI Mcopuasa ¢ XxapaKTepHoH UHBEp-
TMPOBAHHOCTbIO KOXHOIMO NaTo/IOrMYeCKOro rpoLecca B MaafeHYecKoM Bo3pacTte. OcBeleHbl Pe3ybTaThl KIMHUYECKMX
ncenenoBaHui 3PEKTMBHOCTM M 6€30MaCHOCTH IEKCMaHTEHO1a B JIEYEHMM NEJIEHOYHOro JepmaTuTa, 03By4eHbl OCHOBHbIE
MPUHLUMMbLI €10 MPOPUIAKTUKM.

Knro4yeBble cnoBa: nesieHOYHbIN JepPMaTUT, JEKCNaHTEHOJ1, HOBOPOMAEHHbIE.

(Ansa umtnpoBaHuns: MypawkuH H.H., MaTtepukumH A.W., Enuwes P.B., AM6apysH 3.T. OCO6EHHOCTHU Te4eHUs n npodunak-
TUKM NENEHOYHOro JepmaTtuta y HOBOPOXKAEHHbIX U AeTen rpygHoro Bo3pacta. Bonpockl coBpemeHHown neanatpum. 2015;
14 (6): 710-713. doi: 10.15690/vsp.v14i6.1481)

BBEAEHHUE

[eneHoYHbIV AepMaTuT — 3TO NaTON0rMYecKoe COoCTo-
SAHWE KOXW MNadeHueB, BO3HMKaloLlee MepUoaUYEecKH,
B pesynbTaTe BO3[ENCTBUSA Ha KOXY B 0611aCTU KOHTaKTa ¢
Hen noAryaHuKa GpU3n4ecKux, XMMU4ecKux, GepmMeHTaTmuB-
HbIX U MUKPOGHbIX GaKTopoB [1]. TOT TEPMUH UCMONb3YIOT
npu pPasBUTUK OCTPOBOCMNANIUTENIbHOIO MPPUTAHTHOIO KOH-
TaAKTHOro lepMaTtuTa, N0KanaM30BaHHOIr0 HEMOCPEACTBEHHO
B MECTe HaxOX[eHWs MOATry3HUKa M/unu NieHoK y aeTen
MnafeH4YecKoro Bo3pacra. [leneHo4YHbIn JepMaTtuT — OAHO
M3 caMbIX pacrnpoCTpPaHEHHbIX 6GONE3HEHHbIX COCTOSHWUIA Y

MNageHueB W deTer Mnajlero Bo3pacTa, BCTpedatoule-
eca y 7—-35%, a no HeKoTopbIM AaHHbIM — Yy 50% pOeten
B Bo3pacTe A0 2 net [2]: Tak, B CLLUA um ctpagatot o 75%
MnageHueB, B AnoHun — go 87%, B Utanum — po 15% [3],
B MpaHe — no 35% [4].

[e6ioT 3a6oneBaHns 06bIYHO MPOUCXOAUT B BO3pac-
Te 1 mec. MUK KIMHUYECKUX MPOSBIAEHUW, KaK MnpaBwuio,
NpUXoaMTCH Ha Bo3pacT 3 Mec [5]. B TeyeHue gnutensHoro
BPEMEHM CYUTANU, YTO OCHOBHOW U €IMHCTBEHHOW MPUYUHON
pa3BUTWSA NENEHOYHOro AepmaTtuTa aBnseTcs aMMunak, obpa-
3YIOWKICA B pe3yfbTaTe MU3HeAesTebHOCTU MUKpPOOopra-
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HWM3MOB NMPU CMELIEHNMN KalOBbIX Macc ¥ MO4YU. TeM He MeHee,
psa GaKToOpoB, TaKMX KaK HE3PeNnocCTb KOXW MafeHLeB,
TPeHWe, BNaXHOCTb, HENPaBW/IbHbIN YXO[, Pa3MHOXEeHWe 6aK-
TEPUIN, @aHTUBUOTUKM M MOTPELLHOCTU B AMETE, TaKKE UMeEIoT
3HaveHne ans GOPMUPOBaHMKA AaHHOro 3aboneBaHus.

3allMTHbIE MEXaHMU3Mbl KOXM HOBOPOXAEHHOrO cdop-
MWPOBaIMChb €elle HeaocTaTo4HO: HebosNblLOro pas3mMepa
KONlareHoBble BOJIOKHA, He3pesble BOJIOKHA 3facTuHa [6];
OTCYTCTBYET CEKPELMS CalbHbIX enes, KoTopas popmupyeT-
csi nocne CTUMyNsiLuMn UX NONOBbIMKU FOpMOHamu [7]; 6onee
BbICOKME 3HavyeHusa pH Koxu (0T 6,5 ao 7,0), KOTOPbIN CHU-
YaeTcs [0 3Ha4YeHun, BIM3KMX K TaKOoBbIM y B3pochbiX (5,3),
JINLWLb Yepes HECKONbKO Heaesb Xn3Hu [8, 9]. ng HopManb-
HOro O6MeHa BHEKJIETOYHbIX JIMMUAO0B, KOTOPbIE BK/IIOYEHDI
B KOXY, HYXXHa TaKXe W Kucnasa cpeja poroBoro Cros.

TpeHne Mexay KOXer U NoAry3HMKOM, COMpoBOMXAalo-
eecs noBpexaeHMeM anuaepmanbHoOro 6apbepa Koxmn —
3TO Ba)KHblM, HO HE AOCTATO4HbIM GAKTOP pUCKa pasBUTUSA
aepmatuta [10]. OaHMM 13 yCNoBM ero pasBuTUA ABNSeTcs
NMPOHUKHOBEHME B MOBPEXAEHHYIO KOXY OGaKTepuaNbHbIX
areHToB. JTa runoTe3a NOATBEPIKAAETCS CKIOHHOCTbIO pas-
BUTUS MENEeHOYHOro JepmatuTa B MeCTax KOHTaKTa noj-
r'Y3HUKa C BbINyK/JbIMW NOBEPXHOCTAMU (reHuTanuu, 6eapa,
aroamubl 1 Tanms) [11]. B naxoBon o6nactv noBpexaeHue
KOXW NPOUCXOAMUT BCNEeACTBME ee runeprugpartauuu, 4To
fJenaet ee 6onee BOCNPUMMYMBOKN K TPEHUIO U MOCNeaytoLe-
MY MHOUUMpPOBaHUIO [12].

Pazgparkatowee genctBue Ha KOy pebeHKa MOYu “
Kana cneayet oTMeTUTb 0co60. [oa AencTBMEM MOYM MpPo-
WUCXOAMUT NOBbILEHWE pH, 4YTO yCHIMBAET arpeccuBHOE [en-
cTBMEe (PepMeHTOB Kana; 6aKTepuu Kana BbipabaTbiBatoT
ypeasy, Kotopasi, B3auMOAENCTBYS C MOYEBWUHOW, NMPUBOAUT
K 06pa30BaH1I0 aMMUaKa U CBA3aHHbIM C 3TUM MOBbILLE-
HUIO pH cpenbl, akTMBU3aLUUN GEPMEHTOB U yBENUYEHUIO
NPOHULL@EMOCTU KOXM [13]. O4eBMAHO, YTO B ITUX YCNOBUAX
GaKTOpOM pUCKa NeIeHOYHOro AepMaTtuta ABnseTcs peakas
CM€eHa neneHoK (noarysHukos) [14].

lMpMYMHOM BO3HWMKHOBEHWUS [epmaTuta MOXET cTaTb
TaKXe HepauMoHalbHOE WCMNOoJib30BaHWe BOAbl M pasfiny-
HbIX TMTMEHUYECKUX CPelcTB. [TpUMeHeHne XUOKOro Mbina,
[leTepreHToB, aHTUCENTUKOB W TajibKa MOXET MPUBECTU K
pasBUTHIO 3TOro 3aboneBaHus. MNpu U36LITOYHOM KOHTaKTe
C BOAOW NPOUCXOANT CHUXKEHME GapbepHbIX CBOMCTB anuaep-
Muca, a BoAa C NOBbIWEHHbIM COAEPXKAHWEM XJIOpa M pas-
JIMYHbIX COMEN MOXKET OKa3blBaTb MpsiMOe noBpexaatouiee
JEeNcTBUE Ha 3alLUTHbIE CBOMCTBA KOMXM.

CornacHo AaHHbIM KIIMHUYECKUX UCCnefoBaHWMn, OTCYT-
CTBYET CYyLLECTBEHHAs pas3HULIa B cocTaBe GaKTepuanbHOM
GNIopbl KOXK MeXay nauuMeHTamu ¢ neneHoYHbIM gepmaTu-
TOM 1 6e3 Hero. BmecTe ¢ TeM MPOHUKHOBEHMIO BGaKTepui
CrNoCco6CTBYET UCTOHYEHME M TEM BoJiee NoBPEXIEeHNE Poro-
BOro cnos anuagepmuca [11].

Y nauMEeHTOB C aTONMMUYECKUM LEPMATUTOM TEYEHHe nesne-
HOYHOro AepmaTuTa ycyryonsercs KOnoHM3auuen AaHHOM
061aCTh 30/10TUCTLIM CTadUNOKOKKOM [15]. OTMEeYeHO TaKxe
W naToreHeTMYecKoe 3HavyeHue reprneTMyecKon MHGEeKUuH,
aepmaToduToB U LMToMeranosupyca [16]. 10 MHeHMIO HeKo-
TOpbIX MccrnegoBaTenen, MHOULMPOBaAHME rpubamMu poga
Candida MOXeT oKazaTbcsl 605iee 3Ha4YMMbIM A1 pa3Bu-
TUS NENEeHOYHOro gepmMmatuta, 4eM bGakTepuanbHas UHOEK-
umsa [17]. KonoHn3auusa obnactu reHutanuin rpubamu poja
Candida nogpasymeBaeT NpMMeHeHWe aHTubaKTepuanbHbIX
npenapaToB LUMPOKOro CreKTpa AencTBms. B KOHeYHOM UTo-

re 9TO MOKET NMPUBECTU NULLb K YTAXKENEHUIO KOXKHOIo naTto-
niormyeckoro npouecca [18, 19].

KaHanao03 KpynHbIX CKNAAOK Y MNafeHLEB XapaKTepu-
3yeTcs NosBNEHUEM PO30BbLIX Manyn U 3puTeMaTo3HbIX 6514-
LEK C pacnpocTpaHeHMeM KX Ha NaxoByto o6nacTb, NONOBbLIE
oprabl U aroauubl. O4arn noparkeHua npeacTaBnaoT co6on
KpacHble NATHa C HEPOBHbIMK KpasMn. O6pa3ytoTcs MOKHY-
wme, 6onesHeHHbIE YHaCTKM, OTMEYaeTCsl pacnpocTpaHeHne
FHOMHWYKOB. BO3MOXHO NnosiBNeHns Be3nKyn. PebeHoK cTa-
HOBWTCS 6GECMOKOMHbIM, Kanpu3HbIM, YacTo nnadver. Ecnu
CMMMTOMbI MENIEHOYHOro AepMaTUTa COXPaHSIOTCS Ha KOXe
6onee 72 4, a 0b6bl4HbIE Ie4eOHbIE MEPONPUATUSA HE datoT
pesynbrata, cneayeT NPeAnonoXKUTb, HTO MOPaXKEHUE KOXKM
BbI3BaHO rpnbKoBomn nHbeKLnen. O6bI4HO NOCTaHOBKA AMa-
rHO3a rPMOKOBOrO NOPaXKEHUSt KOXKM He BbI3blBAeT 3aTpya-
HeHui. OfHaKo ero HyXHo anddepeHuUnpoBaTh OT psga cxo-
UX MO KIMHMYECKOW KapTuHe 3ab0fieBaHUi, 4TO NO3BOUT
Ha3Ha4YMTb COOTBETCTBYIOLLEE NIeHEHME.

Mcopua3s naxoBo# o6nactu (Napkin psoriasis). JaHHbIN
[1epMaTo3 04eHb 4YacTo NPUHUMALOT 3a NeNEeHOYHbIVM AepMa-
TUT. Ba)KHble OTIMYUTENbHbIE CUMMNTOMbI MCOPUa3a NaxoBow
061acT1 B Neproae HOBOPOXKAEHHOCTU — 3TO BbIXOA o4ara
NopaKeHns 3a Mnpeaenbl NaxoBblX CKAAAOK W pe3Kue ero
rpaHuubl ¢ 6051€e BblpaXKEHHOW WMHPUALTPaLMEN MO Kpato
B BMAe 60PAIOPHLIX 3/1IEMEHTOB B 30HaX, OTrPaHUYMBaIOLLIMX
NnaToNIorMYecKmm NpoLLecc OT 340POBON KOXM.

MocTtapo3uBHbi cupunounpg Cesecrtpa-Kake saBnserT-
€Sl Pa3HOBMAHOCTBIO CTPENTOKOKKOBOIO MMMETUIO Y FPYAHbIX
feten, pacnonaraeTcs B 061aCTh HapyXHbIX NOAOBbLIX Opra-
HOB, AroamL, BHYTPEHHEW noBepxHocTu 6eaep. MoasnsatoTes
KpacHoBaTble NSTHa C MNocneayllmm BO3HUKHOBEHUEM
Ha HWX MNJOCKKUX, APSA6GAbIX My3blpen; nocnegHue 6bICTPO
BCKpPbIBAlOTCS U OOGHaXKaTCA 3p03nn, OKaMIEHHbIE BEHY K-
KOM MallepupoBaHHOro, 6es0BaToro, NOApPbLITOr0o POroBOro
cnosi. JHO 3p0O3UKM HECKOJSIbKO MPWUMOAHMMAETCS, U MOosB-
nFeTcs nanyna, OKPy)KEHHas KOMEeYKOM M3 POroBOro cros
no TuMy BOPOTHMYKa bueTta, HanomuHawowas no cesoemy
BUay cudunmtrmyeckyto nanyny. OTcyTrcTBue 6aedHbIX Tpeno-
HeM, oTpuLaTenbHble TeCTbl CNeUnPUYecKnx nccnegoBaHumn
CbIBOPOTKM KPOBW, pe3ynbTaTbl KIMHUYECKOrO U CEeponoru-
YyecKkoro obcnefoBaHus poauTenen pebeHKa nomoratoT B
npaBWIbHOM MNOCTAaHOBKE AMarHosa.

[ns 3HTeponaTU4eCcKOoro akpogaepmarurta, NomMuMmo
nopaxeHns NaxoBblX CKIAA0K, XapaKTepHbl 30HbI BOKPYT ApY-
r'MX eCTeCTBEHHbIX OTBEPCTUM (pTa, rMas). BbicbinaHns umetot
NnoAMMOPGHBIN XapaKTep, Yalle NpeacTaBfieHbl My3blpbKa-
MW, OHW TMOCTEMEHHO CAMBAIOTCS B KPYyMHblE, MOKHYyLIWE,
3PO3UPOBAHHbIE 0Yarn ¢ CEPO3HLIMU UK CEPO3HO-THOMHbI-
MW KOpKaMu. XapaKTepHbl SBIEHUS rfioccuTta, bnedapuTta;
B N1a6opaToOpPHbIX TECTAX — CHUMEHME KOHLEHTPaLUK LMHKa
B CbIBOPOTKE KPOBM.

NMPO®UJIAKTUKA NENIEHOYHOI0O AEPMATUTA

Y4nTbiBasi OCHOBHblE TPUITEPHblE GAKTOPbI Pa3BUTUS
neneHo4YHoro gepmaTtuta, ocob6oe BHUMaHWe cneayeT yae-
NATb NPODUNAKTUYECKUM MeponpuaTusaM. Ans npodunak-
TUKM MEeNeHOYHOro aepmatuTta EBponenckor accounaumen
[lepmMaTtonoroB npensioxeH craHaapt «ABCDE», oTparkato-
LLIMM OCHOBHbIE, Hanbonee BaxHble 1e4ebHble MEPONPUATUS

no yxoay [20]:

e A (Air) — aspaums — cBob60aHOE OT NOATY3HUKOB BPEMS;

e B (Barrier) — coxpaHeHWe u ynydlweHue 6GapbepHbixX
CBOWCTB anuaepmuca — wn3beratb MCMNoSib30BaHMs
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arpeccuBHbIX TUIMEHUYECKUX CpedcTB (B TOM 4ucne

CMUPTOCOAEPKALLMX BeLEeCTB, OTAYLWEK, NPUCHIMNOK);

e C (Cleaning) — ouMweHne — NPON3BOAUTCS NPU KarKaomn
CMeHe MNoAry3HuKa ¢ UCnonb3oBaHMEM afanTUpoOBaHHbIX
CPefCTB MMrneHsl;

e D (Diaper) — neneHka, NOAry3HMK — TUN M Ka4yecCcTBO
noary3HuMKa He TaK BaxKHbl, KaK YacToTa ero CMeHbl (npu
HEeO6X0AMMOCTU — Kaxable 2 4, NoAaepxunBas CyxoCTb);

e E (Education) — o6yyeHne — Heob6XoAMMO NPOBO-
OWUTb 06y4YeHne poauTenen Ans pasbaCHEHUSA BaXKHOCTU
M NpaBWIbHOM OpraHn3aumn NPoPUNaKTUYECKUX MePO-
NPUATHN.

B HacTosllee BpeMs OQHUM M3 BarKHbIX HanpaBfieHWH
NPoGUNaKTUKKU MEeNeHOYHOro gepmatuTa ABASeTcs UCnosb-
30BaHuWe cpeacTs, obnagatowmnx 6apbepHbIMU CBOMCTBaMMU,
B 4aCTHOCTM 3MoJieHTOB. COBpeMEHHbIe TEXHONOMMU MO3BO-
JIMNW YCUNUTb BOCCTaHaB/IMBalOWY0 GapbepHylo GyHKUMIO
anuaepmuca 3a CYET UCMONb30BaHUA CPEACTB C pereHepa-
TUBHbIM MOTEHUMaNoOM. TaKMM CpPeACcTBOM SABNSETCS [eK-
CMaHTEHOJ1, KOTOPbIA CMNOCOGCTBYET pereHepauun TKaHew,
OKa3blBaeT meTabonuMyeckoe u cnaboe NpoTMBOBOCMNANMU-
TenbHoe aencTBue. [JeKcnaHTeHon B popme nMpoBUTaMMHA
NMaHTOTEHOBOM KUCNOThI (Bs) COAEPKUTCH B CPEACTBAX TIMHUK
BenaHteH (Bayer, [epmanuq). Butamun B Hanbonee nsse-
CTeH KaK BeLLeCTBO, HEOOX0ANMMOE NS NOCTPOEHUS, Moaaep-
¥aHWa U pas3BUTUS KNETOK [21].

M3BeCcTHO, 4TO Nocne NPOHUKHOBEHMS B KOXY EKCNaHTe-
HOJ1 NpeBpaLLaeTcs B NaHTOTEHOBYIO KUCNOTY. [TaHTOoTeHoBas
KMUCNOTa SBASETCA COCTAaBHOM YacTbio KOIH3MMa A U BbINOS-
HSIET BaKHY0 pPO/ib B OKCMAALMUN U aLLETUIMPOBAHUMN HUPHbIX
KWUCINOT, y4acTByeT B MeTab0/IM3Me XKMPOB, 6ENTKOB U yreBo-
[10B, CTUMYNMPYET BbIpabOTKY IMIOKOKOPTUKOMAO0B, MPUHUMaA-
€T y4yacTue B CMHTE3€e HENPOTPAHCMUTTEPOB [22].

B 4ncno BcnomoratesibHbIX BELWECTB B YKa3aHHOW Bbille
JIMHUKM NpenapaToB BXOAAT NaHOMMH, BOCK MYENHbIN 6enbii,
napaduH MArkum 6enbii, Macio MuHAanbHoe, napaduH
WUOKUIW, NpOTEernH X, CnupT LETUIOBbIK, CIUPT CcTeapuno-
Bbl, BoAa ouuweHHasd. CnefyeT OTMETUTb, YTO OCHOBHOW
HEaKTUBHbIK KOMIMOHEHT NlaHO/IMH BblpabaTblBaeTcs callb-
HbIMU Xenesamu oBel, U Mo JMNUAHOMY COCTaBy NPUOINKEH
K CeKpeTaM calbHblX Xenesd 4enoseka. JIaHONMH [aBHO
C yCNeXom MNPUMEHSAIOT B AepMaTonoruun, oH obecrnedvuBa-
€T BblPa)KEHHbIN 3aWUTHLIN IbEKT, He NPENnATCTBYS MNpuU
HaHeceHWn ra3oobmeHry. [NNpoHWKasa B pOroBOK Cnow anuaep-
MUCa, NaHONMH obecneymBaeT ero rmaparauumio, cBA3biBas
W yaepxuBasa Bnary v npegorepalwias TpaHcanuaepmasb-
HYt0 noTepro Xuakoctu [23]. JlaHONMH cnocobeH yaepaTtb
B 2 pa3a 6onblle BOAbl, YEM COOCTBEHHbIN MONEKyNsap-
HbIM BecC, He Tepsia BA3KOCTU. OH 06pas3yeT TOHKY MAEHKY

WUCTOYHUK ®UHAHCUPOBAHMS
CraTba ony6iMKOBaHa Npu NoaaepiKKke KomnaHuu Bayer.

KOH®JIMKT UHTEPECOB

Ha MOBEPXHOCTU anNuAepMuUca, 3alimlLas Koy OT Hebnaro-
NPUATHLIX GaKTOPOB OKPYKatoWen cpedbl, a TakKe npesoT-
Bpallas TPeHWe KOXM B MecTax CKIagoK, YTo U aBnsetcs
OAHOWN U3 MPUYUH NENEeHOYHOro aepmatuta [24].

M3 MHOMecTBa MMEIOWMXCA NeKapcTB, NpeaHa3HayeH-
HbIX 15 yXO4a 3a KOXeW, NWHWS CPeacTB, COAEeprKalimx
[IeKCNaHTEHON, NOJIHOCTbIO OTBEYaeT TpeboBaHUAM, Npeab-
ABNSEeMbIM K npenapaTtam ans npodunakTMku neneHo4yHoro
aepmatuta [25]. 3T npenapaTtbl cogepKaT To/IbKO 6e3onac-
Hble KOMMOHEHTbI, 3QMEKTUBHO 3alUMLLAIOT KOXY pebeHKa
OT pa3apakutenen, B HWX HET KOHCEepBaHTOB, apoMaTu3a-
TOPOB U Kpacutenen. [leKcnaHTeHON Aaxe B BbICOKMX A03ax
XOPOLLO NEPEHOCUTCH U 06bIYHO HE BbI3blBAeT KaKUX-NMbo
HeXkenaTenbHbIX peakumi. [Jo HacTosIWero BpeMeEHHU cnyyvau
nepeao3npPOBKU HE 3aperncTpupoBaHbl. B AoCTynHbIX nuTe-
paTypHbIX UCTOYHUKaXx cry4au runepBuTammHoO3a He onuca-
Hbl [26]. 3ddeKTUBHOCTb M 6€30NacHOCTb CPeAcTB, coaep-
¥alux AeKCNaHTeHos, NoATBEPKAEHA B MHOMOYUCIEHHbIX
KNMHUYECKMX unccneaoBaHusax [27-30]. TaK, B 4aCTHOCTH,
G. Putet 1 coaBT. noKa3anu, 4TO NPU UCMOJIb30OBAHWUN Y AETEN
[eKCMaHTeHONa PUCK pa3BWUTUSA MENEeHOYHOro AepmaTtuta
CHWancsa B 1,8-3,4 pasa [22]. Kpome TOro, ycTaHOB/IEHO,
YTO NPUMEHEHME JleKCnaHTeHoNa cnoco6CTBYET HOpManu3a-
LMW IMNUAHOrO COCTaBa M penapauumn KoXn y 60/blIMHCTBA
nauMeHToB, MNpeaoTBpallaeT npouecchl anuaepmManbHOM
runepnnasuu [31].

Mo faHHbIM OTEYEeCTBEHHbIX UCCnefoBaTENEN, MPU OLEH-
Ke 3bdEKTUBHOCTU MPUMEHEHUA CPEACTB, CoAepKalynx
[eKcnaHTeHoN, B Tepanuu MHOULMPOBAHHbLIX MNOParKEeHUH
KOXMW Yy HOBOPOXAEHHbIX OTMEYanocb MOSHOE MCYe3HOBe-
Hue pepmatuta y 58%, 3HaYUTENbHOE YMEHbLUEHUE KOX-
HbIX cuMnToMoB — Yy 48% nauuneHToB [32]. HeKkoTtopble
aBTOPbl OTMEYaloT, YTO IGPEKTUBHOCTb AEeKCNaHTeHoNa Npu
JIEYEHUU MNENeHOYHOoro aepmartuta gocturaetr 94-100%
[33]. Bbicokast apdeKTUBHOCTb Npenaparta NposiBAsSEeTcs Ha
2-3-# CyT OT Hayana MCcnoib3oBaHUA. KaK ynomuHanocb
paHee, AeKCMNaHTEeHON OKa3blBaeT MOOKUTENbHbIN 3D EKT,
obnagas 3Ha4uTeIbHbIM 6aKTeEpUUMAHBIM aencTBuem [34].

3AKJ/IIOMEHUE

Co6iofieHne OCHOBHbIX MPaBua NPOGUNAKTUKK U yxoaa
B GOMbIIMHCTBE CNy4aeB MO3BOMAET NpefoTBpaTUTb pas-
BWUTHE MENEHOYHOro aepMartuta y MmnajeHues. CpeacTsa,
coJepallpe JeKCnaHTeHoN, CayKar npenaparaMu Bbi6opa
B NMPODUNAKTUYECKUX MEPOTPUATUSAX, HArNpPaBIEHHbIX Ha Mpe-
JOTBpalleHne MeNeHoYHoro aepmatuta. Mcrnonb3oBaHue
3TUX CPELCTB Ha PaHHWX CTagusAX MeNEeHOYHOro gepmartuta
MO3BOMSET GbICTPO KyNMpoBaTb KIMHUYECKUE MPOABIEHUS
Jepmarosa.

H.H. MypawKkuH — nonyyeHue uccneaoBaTelbCKMX FPaHTOB OT dapMaueBTUYeCKnX Komnauui Jansen, Eli Lilly. MonyyeHune
roHOpapoB 3a Hay4YHOe KOHCYNbTUpPOBaHWe OoT KoMnaHui Galderma, Pierre Fabre, Bayer, Astellas.

A.WU. MaTepukuH, P.B. Enuwes, 3.T. AMGap4sH — OTCYTCTBME KOHPIMKTA MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLUIUTD.
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Mapuenno Manbnuru

Manbnurn (1628-1694) —
UTaNbsSHCKUM Bpad, dwusunonor w
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KeHtus Xl B Pume 1 ogHOBpEMEHHO
npodeccop MNanckoro Konneaxa.
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TMKK AnbdoHco bopennu aHaTtombl
NPOM3BOAMAN BCKPbLITUS KMBOT-
HbIX. Benunkui repuor ToCKaHCKKUM
depanHaHg M npuHL JleononbA
NpPUCYTCTBOBaIN MNP aHaToMuye-
CKMX BCKPbITUSIX U BOOGLLE OTHOCH-
JIUCb K NPOUCXOASALLEMY B KPYKKE C XKMUBENWNUM MHTepecoM. B ganb-
HeNnweM OHW npurnawany yyeHblx BO ABOpPEL, AN AEMOHCTpaLMA.
Bnarogapsi MHTEpecy MpaBsilMX UL, K aHaTOMUU U GU3UONOTUH,
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BNOCNeACTBUM GOSbLLYIO M3BECTHOCTb.

Manbnuru cynTatoT ocHoBaTeneM aHaToMUM 6eCno3BOHOYHbIX,
Hayano KOTOPOW OH MONOXWS1 B CBOEM «TpaKTaTe O TyTOBOM Luen-
Konpsage» (1669), 3a 4To 6bl1 M36paH Y1eHoM JIOHAOHCKOro Kopo-
NeBCKOro obLiectsa. Mccneays CTpoeHue LWeNKOBUYHOMO YepBs, OH
OTKPbIN TPAXeW — OpraHbl AblXxaHWUsS Y1EHUCTOHOTUX B BUAE MaNeHb-
KWUX BO3AYXOHOCHbIX TPy6O4Y€EK, MPOHM3bIBAIOLLMX TEO HACEKOMOrO.
OpHaKo BaXKHEMLen 3acnyron y4eHoro, KOHe4YHo, ABASEeTCS OTKPbI-
TWE KanunnsipHoro KpoBoobpalleHus (06beKTOM nccneaoBaHms Obin
MOYEBOM My3bipb NAMYLIKK), AONONHUBLLEE TEOPUIO KPOBOOGpPaLLe-
Hus lfapses. Mcnonb3dyst MMKpocKon co 180-KpaTHbIM yBeIMYeHUEM,
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U3 ucropun meguumHbI

M BMNepBble AaHO OMMWCaHME KanuansapHbIX KPOBEHOCHbLIX COCYAOB,
COeIMHAIOLWNX apTepun ¢ BeHaMu. Takum o6pa3om, 6bina packpbiTa
nocneaHss TalHa cMCTeMbl KPOBOOGPaLLEHUS.

C nomoublo MUKpocKona Manbnuru 0GHapyKuni opraHbl Libl-
nfiieHKka Ha cTaguax ero pa3BuTua. Pa3BuTue 3apodbilla OH pac-
cMaTpuMBan € TOYKM 3peHus uagen npedpopmuama, nonaras, 4To
3apoablll ye Haxoautcs B chopMUMpPOBaHHOM COCTOSIHWUM B AlLe,
a BO BpPeEMS Pa3BUTUS MPOUCXOAWUT UL YBENUYEHWE 4acTeW
opraHuama.

Apyron d¢yHaameHTanbHbin TPYA — «AHATOMMUS pacTeHWi»
(1675-1679) — nocBsAWEH TOHKOMY CTPOEHMWIO Pa3HOOBGPa3HOWM
dnopbl. Y4eHblt Nogpo6HO onMcan MUKPOCTPYKTYPY JIMCTbEB, CTe-
619, KOpPHEN, noyek, LUBeTKOB. OTKPbIN COCYAUCTbIE 3NIEMEHTbI CTe-
619, YCTAHOBU/I Ha/MyYne BOCXOASALLEr0 U HUCXOASLLEro TOKOB Be-
LWEeCTB B pacCTEHUsX, onucan MX BO3[AYXOHOCHble TPYGKWM U cocyabl
1 BblCKa3an Aoragky o0 ponv IMCTbEB KaK opraHa nuTaHus.

B atoT e nepuog Manbnuru Habnogan noyeyHble KaHanblbl
n chopmynupoBasn nepsble MnpeacrtaBieHUss 0 MO4eo6pa30BaHuu,
TaK nosBUAUCb PaboTbl O MULWEBAPEHUU, POSIM MOYM, AENCTBUU
cnabuTenbHbIX. ABTOP TaKXe MOoAPOGHO Onucan CTPOEHUE KOXM,
POCTKOBLIN CNOM 3aNUAEPMUCA KOXKM U MUKPOCKONMUYECKOE CTPOEHNE
psiia TKAHEW M OpPraHoB PaCTEHWI, MBOTHbIX M YeloBEKa: TMMbaTU-
YecKue Tenbla CeneseHKku, NMpaMUaKM U KyGo4YKM B NOYKe, Bblae-
NMTeNbHbIE OpraHbl HACEKOMBIX, @ TaKXe CTPOEHWE NErKoro, ykasas,
4YTO OHO COCTOMT U3 BECHUCNEHHOIO KONMYECTBA MEKUX MY3blPbKOB,
ONyTaHHbIX CETbIO KanWINSAPHbIX KPOBEHOCHbIX COCY0B.

MMeHem Manbnuru Ha3BaHO CEMENCTBO ABYAO/bHbIX CBOGOAHO-
nenecTKoBbIX pacteHu (Malpigiaceae), a TaKXe MHOrne OTKpbITble
MM OpraHbl ¥ CTPYKTYpPbI: ManbnurueBbl Tenblia (B NOYKax n ceneseH-
Ke), Manbnurues CoM (B KOXE), MallbNuruesBbl COCyabl.
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B ctatbe paccmatpuBarTcs ¢pniocopCcKue npobaeMbi, POXKAEHHbIE TEXHOIOMMEN HeoHaTaslbHOro CKpmHuHra. OCHOBHOE
BHMMaHWE COCPEAOTOHYEHO Ha 3TMHECKMX U METOAOI0MMYECKUX BOMPOCaX, BO3HMKAKLWMX MPU PACLUMPEHMM CIIEKTPA CKPU-
HUPYEMbIX HO30JI0MMI M BHEAPEHUN T€HETUHECKMX METOAOB MCCAeA0BaHMUS. B METOAOIOMMYECKOM /1aHe aHaIn3npyoTes
Mpo6ieMbl CyLECTBYIOLLErO ANCCOHAHCa MEXKAY TEXHUYECKUMM BO3MOKHOCTIMU ANArHOCTUKN W MPAKTUHECKMM YPOBHEM
OKa3aHuns 1e4e6HOM NOMOLLM, a TaKKe BEePOSITHOCTHOIO XxapaKTepa rnpoBOANMbIX MOJEKY/ISIPHO-FreHETUYECKUX UCCen0Ba-
Hun. Cpean 3aTMYECKMX BOMPOCOB Hanbosiee OCTPbIMU MPEACTaBATCA NpobieMbl JOCTyrna K MHopMaymm, rnosay4aemMon
npu TectupoBaHumn [JHK HOBOPOKAEHHBIX, N CBSI3M HEOHATa/IbHOIO CKPUHWHIA C MpeHaTalbHON AnarHoOCTMKoN. CTpemieHne
rpuBeYb BHUMAaHMUE LLIMPOKOIro Kpyra Yutatesnei, B 0COGEHHOCTH ByAyLLUMX U HACTOSLUMX POAMUTENEH, OBLIECTBEHHbIX NaLu-
EHTCKMX OpraHu3aumnit K JaHHbIM npobemMamM COBPEMEHHOCTH — OfHa M3 OCHOBHbIX Li€/1el CTaTbHy.

Knr4yeBble cnoBa: HeoHaTa/lbHbI CKPUHUHI, CKOMHUHI HOBOPOXIAEHHbIX, Hac/neACTBEHHbIE 60/1€3HU OBMEHa, peakue
(opaHHbIe) 601€3HM, NPEeHaTabHas AMarHoCTUKa, 3TUHECKUE NPo61eMbI, 0OLLECTBEHHbIE NALIMEHTCKNE OpraHn3aLnu.
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AKTYAJIBHOCTb CTbIX TECTOB Ha MeTaboNinTbl, HeoHaTallbHbIM CKPUHWUHI
MaccoBoe o6cnegoBaHne HOBOPOXKAEHHbIX (HEoHa- YBEPEHHO 3aHsN O4HY W3 NUAUPYIOWMX NO3ULIUA B MOJIKU-
TaNbHbIA CKPUHUHIY) — XapaKTepHasl YepTa Hallero Bpe- TUKE HaLWOHaNbHOro 3ApaBooxpaHeHus. B HacToswee
MeHW. HavyaBwwncb B 60-X IT. MPOLWIOr0o CTOAETUS C Mpo- BpeMS NporpaMmbl HeOHATaNlbHOrO CKPUHUHIA BHEAPEHbI
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Neonatal Screening: Some Ethical Issues of Expanding
Spectrum for Genetically Determined Diseases

The article considers philosophical questions of neonatal screening technology. The main focus is on ethical and methodological issues
that inevitably arise when expanding the number of scanned nosologies and applying genetic research methods. Questions concerning
the existing discrepancy between technical capacity and the practical level of healthcare delivery and the probabilistic nature of results
obtained by molecular testing are analyzed in terms of methodology. Access to information about the DNA-testing of newborns and the
linkage between neonatal screening and prenatal diagnostics are among the most topical ethical problems raised within this article.
One of the purposes of this article is to draw the attention of the public — especially it concerns current and prospective parents
and volunteer organizations — to these contemporary problems.
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1

CKpWHUHT (0T aHrn. to screen — npocenBaTb) — MEAULMHCKAsa AuarHocTMyecKas TEXHOOrmMs CnaoWHoro 6e3s8bI60poYHOro nabopaTopHo-
ro o6cnefoBaHns BCEX HOBOPOXKAEHHbIX HA HEKOTOPble 3abo/ieBaHUs o6MeHa BeLLeCTB, NpM3BaHHasa o6ecnevynTb CBOEBPEMEHHOE BbisiB-
JIEHWE U Havaso le4eHuns 60NbHbIX AETEN C Lie/blo NPefoTBpaLLeHNs X MHBaNnuan3aLumu.



6onee yem B 50 rocygapcresax MuMpa M HaCYMTbIBAOT OKO/O
45 CKpUHUpPYEMbIX HacneACTBEHHbIX 3a60neBaHUi (HO30/10-
rnyecknx ¢opm). MaBHaa uUenb HeoHaTanbHOMO CKPUHWH-
ra — npepoTBpalleHMe pas3BuTUS G0NE3HU U TEM CaMbIM
COXpPaHEeHMWe KM3HU poanBLLEMYCcS MnafeHuy. OTcloga NoHAT-
HO CTPEMIEHME CNELMNANIUCTOB OXBaTUTb TAKOM TEXHONOMMEN
KaK MOXXHO 60/ibllie HacneACcTBEHHbIX 3ab6oneBaHnin. OgHaKo
¥M3Hb NOKa3ana, YT0 HeEOOOCHOBAHHOE BKJIOYEHWE HOBbIX
HO30/10TMI B CMUCOK CKPUHUPYEMbIX BONE3HEN MOXKET NpK-
BECTU K «<HeoMNpaBAaHHOMY PUCKY M HAHECTU HENOMNPaBUMbIN
BpeA He TO/IbKO ceMbsM C 60/1bHbIM Pe6EHKOM, HO U BCEMY
obuiectBy B Leniom» [1]. B nocneaHune roabl akTMBHO 0OCYXK-
JaeTcs BONPOC O BHEAPEHUMU HOBbIX NOAXOA0B B TEXHONOMMK
CKPUHWUHIa — BO3MOMHOCTM MOAHOrE€HOMHOr0/MOAHO3K-
30MHOro TtectupoBanuns [AHK HoBopoxaeHHbIX [2]. B c¢BS3u
C 9TMM npobnema COOTHOLEHWUS Bpea/nofib3a B obnactu
HeoHaTalbHOMO CKPWUHWHIa CTaHOBMTCHA BCe 06onee aKTy-
anbHoW. Ha noBecTKy AHS BbIXOAAT BOMPOCHI, CBA3aHHbIE
C rocyaapCTBEHHOW MOAAEPKKON CKPUHWHIOBbIX MPOrpaMm
B pernoHax, ¢ (GUMHaHCOBbIMW TPyAHOCTAMW B obecneve-
HMW 006A3aTe/lbHOM HEenpepbIBHOCTM MpOLLecca CKPUHUPO-
BaHWS, C HEXBATKOM CMeuuanuctoB B 06/1aCTU FEHETUKM,
C HanM4YMeM peanbHOW BO3MOMXHOCTW afEeKBaTHOro neve-
HUS peaKkux 3aboneBaHWM M camMoOe [MaBHOE — C BbIOO-
pPOM TOro, Ha Kakue HO30/0TMN AEUCTBUTENIbHO HEOOXO0Au-
MO CKPWHMPOBATb HOBOPOXAEHHbIX B Hawen Nonynsaumu.
Hy»KHO N AnarHocTMpoBaTh 60M1€3Hb, KOTOpas NoKa Henog-
BfacTHa MOMHOMY W3nedyeHuo? Unu 6GonesHb, pasButue
KOTOPOM OTCPOYEHO W HOCUT BEPOSTHOCTHBLIN XapakTep?
OnpaBaaHo 1M CTPEMJIEHME PACLUMPSATL CMEKTP BblBASEMbIX
3a6oneBaHnit B yrogy MOAHOMY TPEHAY, KaKMM CTaHOBWTCS
MONEKYNAPHO-reHeTUYeCcKoe TeCTMpoBaHMe?

3TV BOMPOCbI HE MOrYT ObiTb PELeHbl B OAHOCTOPOH-
HEM MOpsAAKEe MOCTAaHOBIEHUEM PYKOBOASLIMX OPraHoB.
ToNbKO OTKPbITOE O6CYXAEHWE W TeCHOe COTPYAHMYECTBO
OpraHoOB UCMOJIHUTENbHOW M 3aKOHOAATENbHOW BNacTH, Bpa-
Yen-3KCNepToB M O0O6LWECTBEHHbIX OpraHM3aunin Mo3BOAUT
BblpaboTaTb BEPHbIA NYTb MX YCMELWHOro paspelleHns. 31o
Nno3BONUT U36exaTb, C OLHOM CTOPOHbI, U3NMULWHEro cTpaxa
nepea LOCTUXKEHWUAMU FTEHETUKMU, C APYrON — 3aBbllWEHHbIX
OXWAAaHWH, 4TO B LLeIOM JacT BO3MOXHOCTb OTBETCTBEHHOIO
noaxofa K pelleHuIo BO3HUKaloLWwmx npobnem [3].

CTENEHb PABPABOTAHHOCTHU NMPOBJIEMbI

HeoHaTanbHbIM CKPUHUHI — OTHOCUTENbHO MoJoAas
obnactb MeAUUMHCKUX TexHonormn B Poccumn (maccosoe
ob6cnenoBaHMe HOBOPOMKAEHHbIX HaYanoch B 1992 r. ¢ gnar-
HOCTMKKM AByx 3aboneBaHui; ¢ 2006 T 4MCNO HO30M0-
M BbIpocio Ao 5). BosHuKatwlwme npu 3ToM Npobrembl
LIEHHOCTHOr0, MOpPafbHOrO M HPaABCTBEHHOro XxapakTepa
Yalle ocBellalTea B uTepaTtype cyry6o cneuuanuctamm —
reHeTMKaMu, HeoHaTofioramu, neaumatpamu. B aton pabote
NniaHUpyeTcs ONupaTbCs Ha MCCefoBaHUs aMepUKaHCKUX
N eBPOMENCKUX YYeHbIX, 3aHATbIX B 3TOM 06nacTu, a Tak-
e POCCUMCKUX PUNocodoB, MHTEPECYIOLIMXCSH BOMpocamu
rEHETUKM M COBPEMEHHOW BUONOTMEN B LIENIOM.

Lenb 1 3agaum o630pa

Llenb gaHHOM paboTbl — BbIAENUTb HEKOTOPbIE BaXKHble
dunocodckme npobnaembl B 061aCTU pacClIMPEHUs CHeK-
Tpa CKPWMHMPYEMbIX HO30M0TMMA HEOHAaTalbHOrO CKPUHMHIa
W HaWTW NoTeHuManbHble BO3MOXHOCTWM ANS MX Npeopone-
HUS, @ TaKXe 419 MPUBIEYEHUS BHUMAHWMS K YKa3aHHbIM

npob6semMam LWKUPOKOro Kpyra uyutatenen, B T.Y. OyayLimnx

M HaCTOSALWMX poanTenen.

[ocTuxKeHWe Lenn HacTosAwero uccnegoBaHus Tpedyet
peleHus cnefyoLwnx 3aaay:

®  pacCMOTPEHUs UCTOPMKU MACCOBOro 06¢nefoBaHUsA HOBO-
POXAEHHbIX, XapaKTEPUCTUKN €ro COCTOSIHUS Ha coBpe-
MEHHOM 3Tarne B CBA3M C aKTMBHbIM BHEAPEHWEM AOCTU-
YEHWW FEHETUKM B MPAKTUYECKOE 3[1paBOOXpPaHEHKe;

e o6eyaeHnsa dmnocodCcKnx npobnem MeToaosIormyecKo-
ro xapakTepa, BO3HMKalLWMX B 061aCTU HEOHATabHOIoO
CKPUHMHIa (CyllecTBOBaHME paspbiBa MEXAy [AuarHo-
CTMYECKMM MNOTEHUMaNoM W MPaKTUYECKUMU BO3MOXK-
HOCTSIMM NIe4EHUS, BEPOATHOCTHbIV XapaKTep BblABAEHUS
reHeTUYEeCKUX HapyLeHUI);

® BblJENIEHUS 3TUYECKMX acrneKToB B MNpo6iemMe pacluu-
peHus HeoHaTaNlbHOrO CKPWHWHIa (Mpo6nema gocTtyna
K MHbOpMaLMK, HaLeNeHHOCTb Ha NpeHaTanbHylo Aunar-
HOCTWKY B CEMbSIX C OTATOLWEHHbIM aHaMHE30M);

® pefcTaBleHNs pe3ynbTaToB MCCNeAoBaHWUA WM OLLEHKKU
BO3MOXHbIX METOAOB PErYIMPOBAHMS CMUCKA CKPUHUPY-
eMblXx 3ab60neBaHnin, COOTHECEHME KENAaHUA U TEXHONO-
rMYEeCKOro NoTeHLMana AMarHocTMpoBaTb HOBbIE 3a60e-
BaHWUSA C peasibHOM KapTMHOM COCTOSIHWUS NMPaKTUYECKOro
3[lpaBOOXpaHeHMs B CTpaHe U 06LLECTBE B LLE/IOM.

PA3BUTUE HEOHATAJIbHOIO CKPUHUHIA

U EF0 OCOBEHHOCTU HA COBPEMEHHOM 3TANME

HeoHaTanbHbI CKPUHUHI: OT lJaGopaTOPHOro Tecta

K rocyfapcTBeHHOM nporpamme

HacneactBeHHble U BpoOXAeHHble GOPMbl NaToNorMn B
HacTosillee BpeMs SBAAOTCA OAHWUMMU M3 MMaBHbIX MPUYUH
[€TCKON WMHBaNWAHOCTM M cMepTHOCTM [4] — noKa3zaTe-
Nen, XxapaKTepu3yoLnX He TOIbKO COBPEMEHHOE COCTOSIHUE
MEAMLMHBI, HO M ONpPeaensiowmnx YUCAEHHOCTb Gyayliero
nokoneHus. Mexzay Tem Ana rocyfapcrea ropasfo BaHee
He TO, CKOJIbKO BCEro POXKAaeTcs MAaAeHLEB, HO B NMEPBYIO
oyepelb HACKONbKO OHM TEHETUYECKM U DU3MYECKM 3[0-
POBbI, CKONbKO M3 HUX AOXMBYT A0 AETOPOAHOro Bo3pacTta
W CMOIYT AaTb XW3Hb chegylowemy MOKOoNeHuo. MMeHHO
noatomMy npobnema NpodunakTUKKN BPOXKAEHHbIX U Hacnea-
CTBEHHbIX 3a60/1eBaHUM UMEET He TONbKO MeAMULMHCKOE,
HO U COLManbHO-3KOHOMMYECKOE 3Ha4veHune [5].

HauunHas ¢ XX B. 06LLECTBY CTanun LOCTYMNHbl 3pbeKTnB-
Hble CNOCOObI Ie4YEHUS HEKOTOPbIX BUAOB HacneqCTBEHHOM
naTonorvm, No3Bonsgioune nsbexaTb netasbHOro ucxoda M
npPefoTBpaTUTb PasBUTHUE TAXKENON UHBANWAHOCTU Y pe6eH-
Ka, ecnun 3aboneBaHne 06HapyXeHo 40 MaHudecTaunn ero
KIMHUYECKMX NposiBNeHU. CaMbli MPOCTON U NEPCNEKTUB-
Hbl METO[ PaHHEero o6Hapy*KeHUsa Taknx 601e3Hen — mac-
coBoOe 06cnefoBaHNe HOBOPOXKAEHHbIX, UKW HEOHATaNbHbIN
CKPUHMHI. 3Ta HoBeWLWasa TEXHONOMUSA NO3BOASET HE TONbKO
naeHTudnumnpoBatb 60NbHbIX MAafeHUEB Ha AOKIWHUYe-
CKOW CcTaguu 3aboieBaHUs U CBOEBPEMEHHO Ha4YMHaTh neYye-
HWe, HO TaKe GopMMPOBaTL AeTel rpynn puUcka — TeX, KTo
HY)X[l@aeTCcsl B MeAWKO-reHETMYECKOM HabntoaeHun u obene-
[I0BaHMM Ha HOCUTENbCTBO MYT@HTHOrO reHa, ¢ 06a3artesib-
HbIM BbIXOAOM Ha MpeHaTalbHyl0 AMArHOCTUKY B CEMbSX
C OTAroWEeHHbIM aHaMHe30M [6].

MaccoBbIt CKPUHUHI HOBOPOXAEHHbIX Ha reHeTunye-
CKne 60ne3HU 0683aH cBOMM nosiBaeHMem P. MakKkpuaun
(R. MacCready), aupeKtopy [uarHocTnyeckon nabopatopum
B OTgene 3apaBooxpaHeHus wTata Maccadycetc (CLUA),
n P.TaTtpu (R. Guthrie), ameprKaHCKOMY JOKTOpY, CO3/aBLuie-

]
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MHeHue no npo6neme

My METOAMKY MMUKPOGMONOrMYECKOro aHannaa onpeaeneHus

KOHLEHTpaunn peHnnanaHmHa B KpoBu ([aTpu-TecT), KoTopble

B 1962 r. opraHn3oBanu c60p 61aHKOB U3 GUILTPOBAIbHOWM

6ymarn ¢ NATHaMW CYXOM KPOBW OT KaXAOro0 HOBOPOMAEH-

Horo B WTate Maccayycetc U TeCTUpPOBaNM WX Ha Hanuuune

deHunKeToHypuu [7]. 3a cBOIO NONYBEKOBYIO UCTOPUIO HEOHA-

TaNbHbIA CKPUHUHT M3 NPOCTOro GMOXMMMUYECKOrO TecTa npe-

BpaTu/Cs B NepefoBYy0 COBPEMEHHYIO TEXHOOTUIO, CTOSILLYIO

Ha CTparKe COXpaHeHMUsl 3A0POBbS HALIMK, CO CBOMMM HAY4HOM

M MPOM3BOACTBEHHOW 6Ga30M, YETKUMWU OAMArHOCTUYECKUMM

nporpaMmmamMu, BbICOKMMUK TpeboBaHWSAMMK K nabopaTopHoOm

[AMarHoCTUKe, COBMIOAEHUIO ATUYECKMX HOPM U Ap.

OaHaKo He06Xx0AMMO NPU3HATb, YTO BYPHOE, ECTN HE CKa-
3aTb B3PbIBHOE, Pa3BUTUE MONEKYNSAPHOM BUONOrUK B KOHLLE
NpoLIOro BeKa, NosiBNEHUE TEXHONOMMM TaHAEMHOM Macc-
cnektpomeTpun (TMC), meToaa ceKBEHMPOBaHUSA cneaytolle-
ro nokonexus (next generation sequencing, NGS) 1 nosbl-
leHne o6LEeA0CTYNHOCTU FEeHETUYECKUX TECTOB C HU3KOWM
CTOMMOCTbBIO OTKPbIIM BO3MOXHOCTb OECKOHTPONBHOIO pocTa
yucna CKpUHUpyeMbix 3aboneBaHuin. Ha noBecTKke AHA CTOUT
BOMpoc 06 opraHu3almm COOTBETCTBYIOLLEN NMPaBOBOM 6a3bl
Onsa onpeaeneHuss Heo6xoaAMMOCTU BBEAEHUS TOW UKW MHOWM
HO30/10MMK B NPOrPaMMy CKPUHWUHIa, A8 06ecneyeHns poau-
Tenen HGopMaLUMOHHOW NOAAEPKKON A0 HaYana CKPUHUHTa
M KayeCTBEHHbIM MEAMKO-TeHETUYECKUM KOHCYNbTUPOBAHM-
eM rnocne Hero. Mcxoaa M3 atoro, Komutet o6LeCcTBEHHON
M npodeccruoHanbHoOM MNoNUTUKKM EBponenckoro obuiecTtBa
reHeTuKn Yyenoseka (ESHG) B mae 2000 r. ony6nvMKkoBan pas-
paboTaHHyt0 aKkcrnepTaMu 15 eBpPOMenCcKUx CTpaH cucTemy
npaBu, CTaHAapTOB 1 Mep 6e30MacHOCTU AN OpraH13aLnm
M NPOBEAEHNS TEHETUYECKUX CKPMHMHIOBbIX Nporpamm [8].

OCHOBHbIMW KPUTEPUSAMKU, HEOOBXOAMMbIMU [N151 BKIKOYeE-
HMS 60M1€3HM B NPOrpamMmmMy CKPMHUHIA, Ha3BaHbl creaytouime:
e «60ONe3Hb JOMKHaA ObiTb YETKO OYepyeHa KIAMHUYECKM

N OUOXUMUYECKMU;

e 00ne3Hb [OO/MKHA NpeacTaBnsTb CO60M 3HAYMMyK Mpo-
6nemMy (BbICOKYIO CTEMEHb MHBaNMAM3aLMU U CMEPTHOCTH);

e 60/1e3Hb A0/IKHA BbITb PacnpoCTPaHEeHHOM (BCTpeYaTbes ¢
yacToTom He MeHee 1:10000-1:15000 HOBOPOXKAEHHbIX);

® npouenypa CKPUHUHIa AoMmKHa 6blTb NPUEMIEMON U KOp-

PEKTHOM A5 NauneHTa n 06LWEecTBa;
® poueaypa CKpUMHMHIa OOMKHA MMETb afeKBaTHYl0 CTO-

MMOCTb;

e (60/1e3Hb JO/KHA UMETb roToBOe, anpobupoBaHHoOE fe-
yeHue, apdEKTUBHOE Ha AOKIMHMYECKOM 3Tane» [8].
CornacHo COBPEMEHHbLIM MpeAcTaB/iEHUSIM, TECTUPOBaA-

HWe Ha PEHUNKETOHYPUIO U BPOXKAEHHbIM TMNOTUPEO3 ABAS-

€T1cs «30/10TbIM CTaHAAPTOM» CKPMHUHTA. YKa3aHHble HO30/10-

FMU BKIOYEHbI B CMIMCKU CKPUHMPYEMbIX 3a60/1€BaHNIN BCEX

CTpaH, UMEIOLMX FrOCyAapCTBEHHbIE NPOrPamMMbl MacCoBOro

o6cnefoBaHns HOBOPOXAEHHbIX, MOTOMY YTO MOSHOCTbIO

COOTBETCTBYIOT KPUTEPMAM, OMMUCaHHbIM Bbilwe. HecmoTtps

Ha TO, YTO aJpeHOreHuTaNbHbI# CUHAPOM, MYKOBMCLIMAO3

W ranakto3emus — 3aboneBaHus, BowelimMe B CMUCOK pac-

LUIMPEHHOIO CKPUHUHIa HOBOPOXAEHHbIX B Poccuun ¢ 2006 T,

TaKXXe yOOBNEeTBOPSIOT OCHOBHbIM KPUTEPUSM CKPUHWHIO-

BbIX MPOrpamMm, Lenecoobpa3HOCTb TECTUPOBAHMWA Ha 3TH

HO30/10rMMK [0 CUX NOP 06CYKAAETCH MUPOBOM Y POCCUNCKOWM

Hay4yHOW obLecTBeHHOCTbIO [9, 10].

OTKpbITbIM OCTaeTCs M BOMPOC 0 HEO6XOAMMOCTU aBTOMa-
TUYECKOrO BK/IOYEHNS B CMUMCOK AN CKPUHUHIA HacneacTBEeH-
HbIX HapyLeHU MeTabonnu3Ma aMUMHOKMUCAOT, OpraHMYecKmX
KMUCNOT U AedeKTOB MUTOXOHAPWUANBbHOIO B-OKUCIEHUS XKMpP-

HbIX KUCNOT, onpeaensiemblx metogom TMC [11, 12]. B HacTo-
sillee BpeMs He CyLLecTByeT JOCTaTOYHO 060CHOBAHHOMO NoA-
X0Aa K PaHXMPOBaHMIO AaHHbIX HAacneACcTBEHHbIX 6one3Hen
o6MeHa Ha OCHOBaHWKW MX PacrnpoOCTPaHEHHOCTU M OCTPOTbI
NPoOsIBNEHNN, HE BCEraa Y4YWUTbIBAOTCA 3TUYECKME NPoBGaembl,
BO3HWKalOWMEe B pe3ynbTaTe CKPUHUHIa ANS BbISIBAEHUS
COCTOSIHWM, KOTOPble MOTYT HMKOrAa He pa3BuTbCA B 3abone-
BaHWS, @ TaKXKe HapyLeHWI, AN KOTOPbIX NOKa He pa3pabo-
TaHo NleveHue.

0O6LWecTBO B 04EPELHOMN pa3 CTOJIKHY/IOCh C CEPbE3HbIMU
npo6nemamu B 3TOM 061aCTU UCCIeA0BaHUI, MOCKOMbKY:
® HapyweHuss o6MeHa BeLEeCTB pPeaKku, U onpeaeneHve

4acTOTbl Takux 3aboneBaHWM B nonynauum Tpebyet

[OCTaTO4YHO NPOAOSIKMTENbHOIO BPEMEHM;
® HEKOTOpble CYMUTaBLUMECA paHee MOHOreHHbIMKM 3abo-

neBaHUs MOryT ObiTb OOGYCNOBMIEHbI MNOBPEXAEHWEM

HECKOMIbKMX rEHOB, MHOIME U3 KOTOPbIX ellle HEU3BECTHBI;
e Hayano 3aboneBaHWs U MPOrHO3 pPa3BUTUS BGONE3HMU

MOIYT M3MEHATLCA: HEKOTOPbIE NII0AM CTPAAAlOT C poXKae-

HUS, B TO BPEMSA KaK Apyrue (C TaKMMU }Ke reHETUYECKU-

MW HapyleHWAMU) HUKOrAa He pas3BuBaloT MOAOOHbIE

CUMMNTOMBbI;
® 0O[HO M TO e 3a60oneBaHMe MOXKET Bbi3blBaTb OC/OMKHE-

HUSA pa3HoM cTeneHu TsecTn [13].

Heo6xoanmo 3aMeTuTb, 4To cerogHs aaxe B CLUA, nep-
BOW CTpaHe Mupa, BHepuBLLEH MaccoBoe obcneaoBaHue,
OTCYTCTBYET eanHas oblieHaunoHanbHasa nporpaMMa HeoHa-
TanbHOro CKpUHMHIa. MporpaMmmbl 06C1eA0BaHNS HOBOPOXK-
[IEHHbIX B pa3HbIX LITaTax pas3nnyaloTcsd nepeyHem naTono-
rM1, KOTOPbIY BKItoYaeT B cebs oT 10 go 45 Ho3onorun [4].

AMepUKaHCKas Konnernsa MeauvuUMHCKUX FeHETMKOB Mpo-
aHanuaupoBana 3QPEKTMBHOCTb BbISIBEHUS HaACNeACTBEH-
Hblx 60/1e3Hen o6MeHa MNpu MPOBEAEHUU HeoHaTasbHOro
CKpuHKUHra metogom TMC 1 pacnpegenuna Bce KIMHUYECKNE
Gopmbl Ha 3a60/1IeBaHUS C BbICOKOW, YMEPEHHON U HU3KOW
3OPEKTUBHOCTbIO OO6HapPYKeHWs. B nepByto rpynny BKIOYEHO
29 dopm, nognexawmux 0693ateibHOMY BbISB/IEHUIO NPU HEO-
HaTaslbHOM CKpWHUHTre. 3aboneBaHus, BOLWeEALLNE BO BTOPYIO
W TPETbIO TPYNMbl, HE PEKOMEHAYIOTCS K BKIIIOYEHWUIO B rocCy-
[lapCTBEHHbIE CKPUHUHIOBbIE Nporpammbl [12]. Bce 29 cocTo-
SIHUW, BHECEHHbIE B CMUCOK ANS1 CKPUHUHIA, NoaaatoTcs neye-
HUto. [Ina octanbHbIX 3a60oneBaHW CNELMaAnnUCTbl He HaLn
y6eanTenbHbIX AaHHbIX 3a TO, YTO NPOBEAEHME CKPUHUHTIA AN
UX OBHaPYKEHUST MOXKET YNYYLWNTb UCXOAbI.

Mporpamma HeoOHaTa/IbHOro CKpMHUHra B Poccum

McTtopusa maccoBoro o6cneoBaHMs HOBOPOXAEHHbIX B
Poccuiickon depepaumm Havyanacb ¢ cepeauHbl 1991 r.,
KOrAa oTAeNbHble PErnoHbl NPOBENN HEeOHaTaNbHble CKPUHU-
pyloLme nccnefoBaHns Ha GEHUNKETOHYPUIO U BPOXKAEHHbIN
runotepuo3d [7, 14]. Tlo Mepe coBepLIEHCTBOBAHUA METO-
0B nabopaToOpHOro TECTUPOBAHWUS, CO3[aHUS W BHeape-
HUSA CUCTEMbI OPraHM3aLMOHHbIX MEPOMNPUATUI Ha MecTax
Ha (OHe Ka4yeCTBEHHOro YNyylleHUs MoKas3aTenewn CKpu-
HWHra MWHUCTEPCTBO 3APaBOOXPaHEHUS U COLMaNbHOro
pa3Butusa PO B 2006 . NPUHAN0 pelleHne O pacmnpeHnm
rocyJapCTBEHHOW MPOrpaMMbl CKPUHWMHIA 0 5 HO3010M M.
C 3T0ro BpeMeHu Bce HOBOPOXaeHHble PP noanexar gonon-
HUTENbHOMY TECTUPOBAHMIO HA ranaKTO3eMMIO, MYKOBUCLIW-
003 W agpeHoreHuTanbHbiM cuHapom [15]. B CBepanoBcKom
061. No pacnopsxeHuto MUHUCTEPCTBa 34paBOOXpaHEHUs
B CBfI3W C BBOAOM B 3KCMJyaTaluio HOBOro 060pyaoBaHus
ana TMC ¢ 2012 r. peanu3yeTcs NMUIOTHbIR NPOEKT Macco-



BOr0 HEOHaTaNbHOr0 CKPUHWHIA, BKJKOYaOWMKU NOMUMO 5
OCHOBHbIX JOMONHUTENbHOE o6cnefoBaHue Ha 11 Hacnea-
CTBEHHbIX 3a6oneBaHuni [16].

be3 comHeHus, npubaBneHne HoBbIX HO3010rM — HEO0b-
XOAUMbBIN M HYXKHbIW 3Tan B PasBUTUM JAHHOM TEXHONOMMMU,
OAHaKO HeO6X0AMMO NOHMMATb, YTO paclUMPEHME CKPUHMHIa
He OO/MKHO 3aTparMBaTb TO/IbKO KOMMYECTBEHHbIE XapaKTe-
PUCTUKM — ropasfo BaxHee B AaHHOM ciydyae ybeanTbes
B MPaBWIbHOCTM Bbl6Opa €ro KayecTBEHHbIX 0GHOB/IEHMMN.
3710 KacaeTtcs pa3paboTKU LENon CUCTEMbI MEPOMPUATUN,
KoTopasi npeaycMmaTtpuBaeT o6a3aTeNlbHOe KOHCYNbTMPOBa-
HWE CeMbMW, AOMONHUTENbHbIE KIMHUYECKWUE MW FEeHEeTUYe-
CKMe uccnefoBaHusl 4ns YCTaHOBMAEHUS AMarHosa, a B Chy-
Yae NoATBEPXAeHNS nocneaHero — oéecneyeHne 601bHOro
pebeHKa nevyeHneM, NOCTOAHHOE HabAloAEHME 3a HUM U T. 4.
[17]. O4eBMAHO, YTO NoONMHaAs M AocTOBepHas WHdbopMaLms
0 MNPOBOAMMbIX MCCNeAOoBaHUAX, O HOBbIX COBPEMEHHbIX
BO3MOXHOCTSX AMArHOCTMPOBAHUSA, O «MNOABOAHbLIX KaMHSAX»
Ha 3TOM NyTM M CNocobax WX YCTPAHEHWS [AO/MKHa ObiTb
[0CTyNHa NtobomMy poauTento He3aBMCMMO OT €ro Bo3pacTa,
06pa30BaHUs, BEPOMCNOBEJAHUS U YAANEHHOCTU ero npo-
MBaHWUS OT 06/1aCTHOIO LEHTPA.

XapaKTepHON OCOBGEHHOCTbIO MpPaKTUYECKOM AesTefb-
HOCTU POCCHUWCKMX MEAMKO-TEHETUYECKMX LIEHTPOB B MO-
cnefHue JecATUNeTus SBAsSeTcs akTUBHOE BHEAPEHWE A0CTU-
KEHUM COBPEMEHHOM MEeHETUKM, YTO NO3BONSET CYyLLECTBEH-
HO pacWWpUTb BO3MOXKHOCTM MCMOSIb30BAHMUA Pa3nyHbIX
BWAOB Mpe- U MNOCTHaTaNbHOr0 reHeTM4ecKoro TecTupoBa-
HUA. MoneKynapHo-reHeTu4ecKkMe MeTolbl MccneaoBaHuUs
cTanu PYyTMHHBLIMKW aHanM3amu B 1abopaTopusix HeoHaTab-
HOrO CKpWHWHra. lNpaKTUYecKM 3TO O3Ha4YyaeT, 4YTO [ETH,
nonasliMe B rpynny pUcKa Mo Kakomy-nMbo u3 3abonesa-
HUW, BXOAALEMY B CMUCOK CKPUHUPYEMbIX, aBTOMATUYECKM
HanpaBASOTCS Ha TFEeHETUYecKoe TecTMpoBaHWe Ans nog-
TBEPKAEHWUS UKW UCKIIOYEHUS MOA03PEBAEMOro AMarHosa.
MHorvme BuasAT B 3TOM Havano HOBOW 3pbl B 06/1acCTU MNpo-
GUNAKTUKK, pPaHHEN AMArHOCTUKU U BbISIBIEHUSA GONE3HEN.
[encteutenbHo, 3T0 NpUBNeKaTenbHas KOHLUENLUUS, OAHaKO
BHEpPEHWEe reHEeTMYEeCKOro CKpUHWHIa 6e3 JoKa3aTenbCTB
TOro, rapaHTUMpyeT NiM MNOCTaHOBKa [AuarHosa ynydyleHue
pesynbrata U BO3MOXHOCTb M3MEHWUTb aHamHe3 3abone-
BaHWs, NO KpanHen mepe, npexaeBpeMeHHo. Kak 6bl Ham
3TOr0 HM XOTENO0Cb, HO K HAcTOALWEMY MOMEHTY BbiiBNEHWE
naTonorMu1, K coxaneHuto, He 03Ha4vaeT nobefbl Hag 3a60-
nesaHueM [3]. be3 COMHeHHUs, NPOrpecc TEXHONOMMA U HaKo-
MAEHHbIM NOTEHUMan TecTMpoBaHUsa (0CO6eHHO B 061acTu
reHETUKM) OrPOMHbI, OIHAKO, KaK MOKa3blBaeT OMbIT MHOMO-
YUCNEHHbIX SKCNEPUMEHTOB B MeAMLIMHE M Apyrnx obnacTtsx
HayKW, TEXHUYECKME BO3MOXKHOCTU NPOBEAEHMS NpoLLeaypbl
CKPUHWHIa He rapaHTUPYIOT ee 3TMYECKON NPUEMIEMOCTH.

B npownom mexay BHegpeHUEM TEXHONOMMYECKUX MHHO-
BaLMM U NOHUMAHUEM MX ITUHECKUX U COLMaNbHbIX Nocnea-
CTBMW NpPOXOAMN HEKOTOopbIn nar-nepuod. CerogHs obuye-
CTBO MPUXOAUT K MOHUMAHMUIO TOrO, YTO TEXHONIOrNS — 3TO
He MPOCTO CMHOHMM MalUUH WAW HaYYHbIX WMHCTPYMEHTOB,
HO 3TO TaKXe TepMWH, BKIOYaKOWWN B CBOE 3Ha4vyeHue
NocneacTBUSA UX MPUMEHEHMS. U «NOCKOMIbKY Mbl He obna-
[laem aBGCOMOTHOM MyAPOCTbIO B BOMPOCax O NOCNeACTBUSX,
TO AOJIKHbI HAXOAWTLCS B MOCTOSSHHOM FOTOBHOCTH BCTPETUTL
3TW NOCNEACTBMSA B TOT MOMEHT, KOrAa OHW Ha4yHyT NOSIBASATb-
cs» [18]. 3apoxkaatolmecs Ha Hallux rnasax reHeTMyeckue
TEXHONOMMK, X aKTUBHOE NMPOHUKHOBEHWE B NMOBCEAHEBHYIO
MEAMLMHCKYIO NPaKTUKy TPeOyoT BCeobLLEero pacCMoTpeHUS

M Ny6NYHOro 06CYKAEHWUS NOAHMMAEMbIX UMW MPOBEM, YTO
MOBbLICMT HalIW LWaHCbl AENCTBOBATb MyAPO U OCMOTPUTENb-
Ho. CerofHsa Kak HUKOrAa BaKeH OTKPbITbIA Ananor Mexay
NOAIMTUKaMM, YH4EHBIMU U IKOHOMUCTAMK, K KOTOPOMY 06513a-
TeNbHO Hajo NpuBNEKaTb Tex, 4S9 KOro 3aBTpa, BO3MOXHO,
pe3ynbraT CKPUHUHIa ero pebeHka 6yaeT «TOYKOM HeBO3Bpa-
Ta» K NPEXHEN XKU3HU, T.e. OYAYLINX poaUTENEN.

9THyecKana NnpuemneMocTb NPpUMEeHeHUs

MOJIEKYNIAPHO-TeHEeTUYECKUX METOA0B UCC/Ie0BaHuUsA

B 06/1aCTU HEOHATA/IbHOIO CKPUHUHIa

MoneKynspHo-reHeTMYecKre MeTodbl, Mpuwelune B npak-
TUKY COBPEMEHHOIO HEeOHaTaNbHOro CKPUHWHIa, HecyT B cebe
onpeaeneHHyto cneunduky, CBA3aHHy0 ¢ 0CO6EHHOCTAMM 06b-
€KTa reHeTUYECKMUX UccnefoBaHni U MaHunynauui. M. TueHKo
n B. KOaunH [19], paccykaas o MopanbHbIx Npobnemax coBpe-
MEHHOW reHeTUKM, BblAenstoT 4 cneupnduyecKkme 4epTol:
® BOBJIEYEHHOCTb B MPOLECC FEHETUYECKOro TecTUpoBa-

HWS POACTBEHHWMKOB MaLMEHTa, YTO, HECOMHEHHO, HeceT

B cebe npobaemy KOHOUAEHLNANTbHOCTU MHPOPMaLINK;
® CywecTBOBaHWE paspbliBa MeXay TEOPETUHECKOW BO3-

MOXHOCTbIO AMArHOCTUKM Nt060ro M3BECTHOIO Ha ceroa-

HS1 HacneACTBEHHOro 3a601eBaHNS 1 BO3MOXHOCTbLIO ero

3ODEKTUBHOMO NEYEHNS;
® [PUMEHEHNE MNOSy4eHHOW MHbOpMaUMKM C LEeNblo Mpo-

BeAEeHUs B JaNbHeWweM npeHaTanbHOW AMArHOCTUKMK

B JaHHOW ceMbe, YTOObl MCKNIOYUTb PUCK POXKAEHMUS BTO-

poro 60/1bHOr0 pebeHkKa;
® BEPOSATHOCTHbIN XapaKTep MNPOSBAEHUS TeX WAU MHbIX

reHeTUYEeCKUX HapylleHnn y cybbeKTa.

370 Aaneko He NOMHbIN nepeyeHb NpobnemM, BO3HUKalo-
LWMX MpU CTPEMUTENBHO BO3pacTalolleM o6beMe reHeTude-
CKMX 3HaHWW W yBENW4YMBaOWEMCS acCOPTUMEHTE uccne-
[lOBaHW B COBPEMEHHbIX MEAMUKO-TEHETUYECKMX LIEHTPAX.
OOHaKO MMEHHO 3T YepTbl 6narogaps cBoen GuaocodcKomn
Harpy»eHHOCTW ONpeaensioT HEeKOTOPYK CAEePXaHHOCTb
CO CTOPOHbI MOK/IOHHUKOB HEe3aMeANUTeNbHOro npeTBope-
HUS B KM3Hb AOCTUKEHWUIM HayYHO-TEXHMYECKOro nporpecca
B obnactu paclwmpeHuss MaccoBoro obcnegoBaHUs HOBO-
poXaeHHbIX. TONbKO 0CO3HaB CyTb NPO6GNEM U caenaBLUCh
BOCMPUUMYMUBBIMU K HYXKOMY MHEHUIO, Mbl CMOXEM BCTYMUTb
B AManor oTHOCUTENbHO ByayLLEro 3ToM TexHonoruu [19].

B cBa3K ¢ npuBeaeHHbIMKU GaKTaMu B pamMKax AajibHen-
lero xoga uccnegoBaHus 6yAeT caenaHa nonbiTKka 6onee
[JeTanbHO pPaccMOTPeTb OCHOBHble dunocodcKkme npobne-
Mbl, MOPOXKAEHHbIE TEXHONOIMEN HEOHATANIbHOIO CKPUHUHTA,
YCNOBHO BbIJ€IMB B HUX METOAOSOIMYECKYIO U 3TUYECKYIO
cocTaBsitollyo. B nepByto BoWayT 06GCyKAEHWE CYLIECTBY-
IOLLEro AMCCOHAHCa MeXKAY TEXHUYECKMMU BO3MOMKHOCTAMM
AMAarHOCTUKKM 3aboneBaHnsa U NPaKTUYECKUM YPOBHEM OKa-
3aHusa nevyebHOM NOMOLLM NPU JAHHOM COCTOSIHUK, a TaKKe
BEPOATHOCTHOrO XapakTepa MPOBOAMMBIX MONEKYNAPHO-
reHeTUYecKux uccnefosaHuin. Bo BTopon nogpo6HO OoCcTaHo-
BMMCSl Ha npobneme AocTyna K MHGopmMauun, nosyyaemon
npu TectpoBaHun [JHK HOBOPOMAEHHBLIX, M HaALENEHHO-
CTU MPUMEHEHUS Pe3yNbTaTOB FEHETUYECKUX UCCefoBaHUN
CeMbM NS NpeHaTasbHOM AMarHoCTUKM B ByayLleM.

METOAOJIOrMYECKME NPOBJ/IEMbI PACLLULUPEHUA
CNEKTPA IMATHOCTUPYEMbIX 3ABOJIEBAHUIA
3ayem gMarHoctupoBaTtb, €CJ/IM HeJlb31 JIeYUTL?
[eHeTU4YecKMe TexXHONOrMm KoHua XX—Havana XX| B.
npeBpaTuIUCb B MOLWHbIA WHCTPYMEHT COBPEMEHHOMN
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MHeHue no npo6neme

MeanunHbl. MccnegoBanusa, HadaBlunecs B 1990 r. B CLUA
B pamMKax MeXAyHapoaHOro npoekta «[eHOM YenoBeKa»,
03HaMeHOBanNM HOBbLIM 3Tan B 061aCTU FEHETUYECKMX
nccnefoBaHUin M pa3paboTKKU reHHbIX TexHonornim. PaboTa
no peanu3aunn 3TOro nNpoekTa ob6beauHWNa Hay4dHbIn
noTeHUMan MHOIMX CTpaH mMupa — ANOHUKU, AMEpPUKMH,
Poccuun, Kanagabl, rocygapcte EBponeickoro Cotoza [20].
Llenbto NnpoeKTa ABNSN0Ch TOYHOE ONMUCaHNe HYKTEOTUAHbIX
nocnegosatenbHocten AHK Bcex xpomocom 4yenoBeka,
n B 2002 r. NpOEKT 3aBEpPLUMJICA COCTaBJIEHWEM MOJIHOM
KapTbl reHomMa 4yenoBeKa. OgHaKo JanbHelllee pa3BuUTUE
HayKM B 3TOM HanpaBfieHWM MOoKasano, 4To pacwundpos-
Ka HyK/1eoTUAHOM MnocnefoBaTelbHOCTU ABASETCS TOMbKO
nepBbIM WAroM K MOHMMaHWI0O 3aKOHOMEpHOCTEN QYHK-
LMOHMPOBaAHUA reHoma B LenoM. C KaxKabiM rogom pac-
TeT YMUCNO OTKPbITUIA FEeHOB, aCCOLMMPOBAHHbIX C KOHKpET-
HbIMW 3aboneBaHUAMU, FeHOB-MOANMGDUKATOPOB, TEHOB,
yNpaBASAoWMX NPeapacnooXeHHOCTbI0O K pasBUTUIO TOM
WA WMHOM naTonoruu. na MHOruMx 3aboneBaHui, paHee
CYMTaBLUMXCS HE CBA3aHHbIMW C HacnefoBaHMEM (ayTU3M,
apdeKTUBHbIE PaCCTPONCTBA, WWM30DPEHNS U AP.), YCTAHOB-
JIeHa MX reHeTMyecKasa npmymHa [20]. Tem He meHee OKa3a-
N0Cb, YTO pa3paboTaTb MEeToAbl KOPPEKLMU TEHETUYECKOM
naTtonorMn ropasgo TpyaHee, Yem COoBeplnTb MHPopMma-
LIMOHHOE OTKpbITME B 3TOW o6nactu. PaspaboTKa AnarHo-
CTMYECKMX MPOTOKO/IOB OMepexKaeT UcciefoBaHmsa no co3-
faHunio abdEKTUBHbBIX METOA0B NPODOUNAKTUKKN U NEeYeHUs.
«4enoBe4yectBO NONYYUNO TONbKO KaTanor COAEPHKUMOro
KNETKWU, HO HEe WHCTPYKLMIO, KaK MM BOCMONb30BaTbCAd —
61bnuoTeKa Noka 3akpbita» [21].

Ha npaKTuMKe 3TO O3HayaeT, YTO B HacTosliee BpeMms
CylLLeCTBYET OFPOMHbIM Pa3pbiB MEXAY YMCIOM HacneaCTBEH-
HblX 3a60/1eBaHN, KOTOPbIE MOXHO IMArHOCTUPOBATb, U YUC-
loM 3a60n1eBaHUM, KOTOPblIE MOXHO 3OPEKTUBHO NIE€YUTD.
Ho Torga HacKofbKO MOME3HO POAWTENSIM 3HATb O HaIUYUK
y pebeHKa reHa, KOTopbi MOXET paHO MM NO3AHO Bbi3BaTb
y Hero 6051e3Hb, OT KOTOPOW MOKa HET crnaceHna? HackonbKo
uenecoobpa3Ho Ans rocygapctea TpaTUTb pecypcbl Ans
pa3paboTKM W LUMPOKOrO0 NPOM3BOACTBA AMArHOCTUHECKMX
TecToB B 3TOM cnyyae? Kak 6bl KOLWYHCTBEHHO 3TO HM 3BYYa-
710, HO Mbl JO/KHbI YACHUTb AN cebs, 4To Nlydlle — pacTuUTb
pebeHKa, 6bITb BCEraa psiaom 1M NoTepsiTb ero BHE3anHo uam
¥WTb B NOCTOSIHHOM CTpaxe 3a Hero, NtobuTb ero, OTKpbIBaTb
€My MWpP, U NPKU 3TOM 3HaTb, YTO KaX/abli HaCcTynatooLlmm AeHb
MOXET CTaTb MOCNEAHUM B €ro Xn3Hu? Bpsg v MOXKHO npu-
AymaTb 4S9 poAUTENEN MyKy CTpallHee.

OpgHaKo, KaK OblTb, €CIM CMHAPOM BHE3amnHou cMepTu
pebeHKa NOBTOPSETCA B OAHOW M TOW YK€ CEMbE C KarKaow
HOBOW 6epeMeHHOCTb0? Toraa NnocTaHoBKa AnarHosa, nycTb
M CMEepTEeNlbHOro, — BaHbIK War. 310 py6ex, K KOTopoMy
HEeobX04MMO MPUNTU: OT aBCONOTHON 6E3bICXOAHOCTU U MOJ-
HOro OT4asHUS, OT GECKOHEYHOro XOXAEHWS MO Bpayam
M HapoAHbIM LenuTensm, OT nyrarouien HeonpeaeneHHo-
CTU — B }KECTKME paMKMW AeNCTBUTENbHOCTU, K KOHEYHOMY
UTOry «aMarHocTMyecKom ogmccenr» [17]. Xota 6bl Ana Toro,
4yTO6bl CKa3aTb caMoMy cebe: «A caenan Bce, YTO MOr, BCe,
4YTO B MOMX CUax».

MeaunumHa NOCTOSHHO pa3BMBAETCSH, M, 3Has, B KaKoMm
«TOHKOM MecTe» npousollen cé6on B Lenoyke AHK, ropasago
fnerye HaMeTuUTb NpaBWibHbIE MYTU TepaneBTUYECKOro BOS3-
nencteus. NMpumMepom MOXKET MOCNYXUTb UCTOPUSA MYKOMO-
nncaxapmaosa (IM30COMHON 60SIe3HU HaKOMIEHUS): TUMbI
3TOro 3aboneBaHna MeaUKM Havanu pasnunyatb ¢ 1980-x rT.,

a BO3MOXKHOCTb fie4eHust BO/bHblE MYKOMNOAUcaxapnao3om
netun nonydmnm B 2000-x [17].

CyLecTBYIOT Apyrve BapuaHTbl NpobaemMsbl: 3a6oneBaHne
O6GHapyXKeHO, AMarHo3 nocTtaB/ieH, HO KaK Ne4ynTb pebeHKa,
€C/iM HeobBXoaMMbIM AN HEro JeKapCTBEHHbIM Npenapar
UK cneynann3MpoBaHHOE NMUTaHWE He 3aperucTPUpoBaHbI
B Poccumn, U Ux MOXHO NpUOBPECTU TOSIbKO 3a pybeom?
Ecnn B cTpaHe HeT cneunanucTtoB, KOTOpble MMEKT OMbIT
BEAEHUS Takux 60nbHbIX? Ecnm nporHo3 He mmeeT 100%
noaTBepPXAeHus...?

Heo6x0anMMO OTMETUTb, YTO B HaCTOsILLIEE BPEMS Habo-
[aloTCs MONOXKUTENbHbIE TEHAEHUMU B MPUHATUKM rocyaap-
CTBEHHbIX pelleHnn NpobeMbl o6ecnevyeHns 4ocTyna K Tepa-
NUK BONbHbIX C PeAKMMKU 3aboneBaHuamu. Npu MuH3gpase
Poccun opraHmsoBaH CoBeT No 3auiuTe npaB NalWeHTOB;
aHanorMyHble COBETbI CO34atoT U NPU PermoHasa bHbIX MUHK-
crepcTBax. PaclwmpsieTca ux coTpyaHUYeCcTBO C OBOLLECTBEH-
HbIMW NMALUMEHTCKMMU OpraHn3aunsmun, ¢ 6naroTBopuTeb-
HbIMKM GOHAAMMW, CMOHCOPaMK, LIENSMU KOTOPbIX SABASIOTCSA
npuBieYeHne BHUMaHUA K Npobaemam «peKux» NaluneHToB,
MOpasnbHO-NCHUX0N0ornyecKas noaaepxKa cemen ¢ 60abHbIMM
NeTbMUW, MpaBoOBas U topuanMyeckas nomMollb. bnarogaps Tec-
HOMY B3aMMOJENCTBUIO U NI@aHOMEPHOW COBMECTHOM pabo-
Te Bpa4vyen, OpraHoB MCMOMHUTENbHOM M 3aKOHOAATENbHOM
BNacTU, poautenemn, obWecTBEHHUKOB CMOXHbIN U ANUHHbIN
nyTb NO OpraHM3auuun obecrnevyeHns Heo6XxoaAMMbIMKU NeKap-
CTBaMW NaLMEHTOB C peakMmu 3abofieBaHUSIMU BO MHOMUX
pervoHax okasasncs npeogoneH [22]. OaHako Heo6XxoaMMOo
aBuraTtbCs Janblie WM crnocobCcTBOBaTb COBEPLIEHCTBOBA-
HUWIO MOAXOMOB K JIeKapCTBEHHOMY o6ecneyeHnto 60MbHbIX,
KOTOPbIX B CTPaHe MHOrAa BCErO HECKOMbKO AECATKOB, M OHM
He nosyyaloT nevyeHus, NoToMy 4To 3aboneBaHus M npena-
paTbl HE BK/IIOYEHbI HY B OAMH M3 FOCYAapCTBEHHbIX Nepey-
Hen. Ocob6eHHOCTb opdaHHbIX 3a60NeBaHUN COCTOUT B TOM,
YTO OHM [OEWCTBUTENbHO O4YEHb PEAKME, N Bpayu 3a4vacTyto
He MMeloT HAaCTOPOXKEHHOCTM MO UX UCKTIOYEHUIO, MOCKONbKY
B crnucke anddepeHumanbHOW AMarHOCTUKM 3T 601e3HU
HaxoAasATcst B caMmoM KoHLue. C 04HOW CTOPOHbI, 3TO NpaBuib-
HO, NOTOMY YTO MaTosIOrMM peaKkue, HO C APYrom — MMEHHO
B 9TOM C/ly4ae O4eHb BaXKHO NMOCTaBUTb AMarH03 Kak MOXHO
paHblle, TOraa ecTb LWaHC cnacTv pebeHKY XU3Hb, MOCKONbKY
MHOrne 601€e3HH, elle BYepa CHUTaBLLMECT HEN3NEYUMbIMU,
CerofHs ycnewHo nogaatorca Tepanuu [17].

Ba)XHO MOHATb, YTO PEAKOCTb TaKWx 3aboneBaHuit He
[O/MKHa anpuopu o6ycnoBAMBaTb UX Masylo 3Ha4YMMOCTb
B psaay «60onblwnx» 06WwerocyaapcrBeHHbIX Npo6aem. ObuiecT-
BY HeobxoaMMa Hagewpaa, Yto Bce 3ahdEKTUBHbIE U MHHO-
BaLMOHHbIE METOAbl fiedeHns opdaHHbIX 60ne3Hen, npu-
MEHSEMblE B COBPEMEHHOM MWpPE, MOryT 6biTb AOCTYMHbI
POCCUUCKUM 60J/IbHbIM HE3aBMCUMO OT PEernoHa MnpoXKuBa-
HWSA U auarHosa. [lnarHo3 B JaHHOM cnyvyae AeMCTBUTENIbHO
He MpUroBop, 3TO BO3MOXHOCTb [ABMUratbCs fanblue, 3TO
laHC cnacTU XWU3Hb YXKE POAMBLLEMYCA C TaKUM Hapylle-
HUEeM pebeHKy M 3a4acTylo — eAMHCTBEHHas BO3MOMXHOCTb
npenoTBpaTUTb Yepeay MnageH4ecKon CMEPTHOCTU B CEMbE,
[1aB POAUTENSM LUAHC POAMTb 300POBOro pebeHKa.

BepoATHOCTHbIN XapaKTep pe3yibTaToB

MOJIEKYJIAPHO-GMOIOrM4ECKOro TeCTUPOBAHUSA

Henb3s He ynomsHyTb ewe 06 OAHOW YHWKaNIbHOM OCO-
GEHHOCTN TFEHETMYECKUX WCCNefOBaHWUM: Mbl HE MOXEM
OaTb OAHO3Ha4HbIM MNPOrHO3 3aboneBaHuss B 3TOM obna-
CTW, NPaKTUYECKM BCeErga MMEEM AeNo NUb C BEPOSTHOCT-



HOM MHbOpMaumnen. B oencTBUTENBHOCTH, 3TO OBLLMI CTUb
COBPEMEHHOW HayKW, HO B MeHETUKe OH BbipaKeH Haubo-
nee 04eBUAHbIM 06pa3oM. [axke camu ydeHble NPU3HaIoT,
4YTO npeackasaTb CyabOy M MyTW Pa3BUTUS CTPEMUTENBHO
poXAatoWMXC TEXHOMNOMMYECKMUX HOBLUECTB /I060MN HayKu
HEBO3MOXHO. Ha cumnosnyme B KanudopHUINCKOM YHWUBEP-
cuteTe Jloc-AHmKeneca M. KaneKkku, BblAaloWMACS YYEHbIN,
npodpeccop 6GMONOrMK M FEHETUKM YENoBEKA YHMBEpPCUTETA
wrata KOTa, ckasan: «Mbl BCe CTpaAaem CKIOHHOCTbIO NpeyBe-
NIM4MBaTb TO, 4TO Mbl MOXEM cAenaTb 4yepes3 5 feT, U Heao-
OLleHMBATb TO, YTO Mbl MOXXEM HaTBOPUTL Yepel 25 nem [18].

B HacToslee BpeMs MEAMKO-TEHETUYECKOE KOHCYNLTUPO-
BaHWe CTano AOCTYMHO NMPaKTUYECKU BCEM XKENAIOLWMNM U HYXK-
Jalowmmcs B HeM. [eHeTUYecKne TecTbl MMEIT noTeHuman
AN BbISIBIEHUS PUCKa pa3BUTHUA 3a60neBaHUs 3@ HECKOJb-
KO neT A0 MaHudecTauuu KIMHUYECKUX CUMMTOMOB. ITO
MOXeET 6blTb AENCTBUTENBHO Ba)XHO, MOCKOMbKY TECTUPOBA-
HWE MO3BONSET YENOBEKY, UMEIOLWEMY MNOBbIWEHHbIN PUCK
3a60neTb, elle A0 MOoSIBJAEHUS CMMMTOMOB MNpPeaycCMOTPeTb
paHHIo NPOPUNAKTUKY M HavaTb nedveHne. OgHaKO reHeTu-
YyecKoe TECTUPOBAHME HE MOXKET paccMaTpMBaTbCs Tak OAHO-
3HaAYHO MO HECKONbKMM NPUYMHaM. Ha cerogHs, nmes ToNbKO
pe3ynbTaTbl CKPUMHWHIA, HUKTO HE cnoco6eH TOYHO MpeacKa-
3aTb, Korga MMeEHHO 60fe3Hb HAYHETCs, MW HaCKOMbKO
TSXKENbIMKU ByayT ee OocnoxHeHus. [MpeanonoxKuTenbHbIn
AMarHo3 B [JaHHOM cllydae MOXeT Bbl3BaTb GECMOKOWCTBO
W aenpeccuio y Tectupyemblx [3]. Pe3ynbtaTtbl nccnegoBaHun
MOTFYT UMETb Henpeackasyemble NOCNeAcTBUSA ANa GAn3KKX
POACTBEHHUKOB, NOPOX/Aasa HEHYXHblE AUCKYCCUM O NUYHBIX
N CEMENHbIX OTHOWeHMUAX [3, 19].

NHTepnpeTauns pesynsratoB JHK-TectupoBaHusa u obec-
nevyeHve Haaerallen U KOPPEKTHOM KOHCYNbTaLMKU TaKxe
MOTYT OKasaTbCsi NPO6AeMaTUYHbIMU, MOCKObKY MOSOXM-
TeNbHblE FEHETUYECKUE pe3yibTaTbl aHanM3a He Bceraa Kop-
pPenUpyoT ¢ 60/1€3HbI0, KaK WM oTpUuaTeNbHble pesynbraTbl
He 0653aTelbHO UCKMoYatoT 3aboneBaHne. HeT COMHEeHUN,
4TO YeM 60osblue MHHOPMALMK O FTEHETUHECKNUX HapYyLIEHUSX
HaKannuMBaeTcs B Halwwux 6a3ax JaHHbIX, TEM CNOXHee CTaHo-
BUTCS KOHCY/bTUPOBaHME. K HacTosAWweMy MOMEHTY BPEMEHMU
HaKOMMIEHHbIX Hay4YHbIX 3HAHWUIK SIBHO HELOCTaTOYHO, YTOObI
[I0OCTOBEPHO U NpaBUIbHO onucaTb GEHOTUNUYECKME NPOSB-
NIeHNa HYKNIeoTUAHOM nocnegoBaTenbHOCTU. HUKTO He gacT
OAHO3HA4YHOro OTBETa Ha TO, KaK MOryT MOBAUATb T€ WK
WUHble TEHHble U3MEHEHUS Ha KayecTBO W MPOAO/IKUTENb-
HOCTb }XM3HW YeNI0BEKa, NPUBEYT I UMEIOLLMECH MYyTaLIMK K
pas3BUTUIO 6ONE3HM Y JaHHOIO KOHKPETHOIO pebeHKa.

Tak, Hanpumep, Korga B 1988 r. 6Gbina ycTaHOBMEHaA
Hanbonee pacnpocTpaHeHHas MyTauuMs MYKOBWCLMAO3a,
y4yeHble Aymasnu, 4YTO OHWU HEBEPOSATHO OSIM3KM K MOSHOMY
NOHWMaHWIO FEHETUKM GONe3HM, nonaras, 4To cyliecTsyeT
TONbKO 7 unu 8 MyTaumi B reHe. C Tex nop TO/IbKO B OAHOM
3TOM reHe BbiSBAeHO 6onee 1800 HOBbIX MyTauun [23].
MHorvMe M3 HUX BbI3bIBAOT MArkMe ¢Gopmbl 3a6oneBaHus,
a 3HayeHWe HEKOTOPbIX TaK W HeBbicHeHo. Kpome Toro,
CYLLEeCTBYIOT MONUreHHble (MynbtudaKkTopuanbHble) 3abone-
BaHMWA, 3a pa3BUTUE KOTOPbIX OTBEYAET MHOXECTBO MEeHOB.
[loKa3aHo TaKXe aKTUBHOE B/IMAHWUE BHELWHEN cpefbl [18].

Ona TOro 4tobbl M3ne4YnTb OT KaKoro-nMbo Hacneg-
CTBEHHOr0 3a60/1EBaAHUS, HYKHO MOHOCTbIO YCTPaHUTb €ro
npuynMHy — myTtaumto. CerogHs MHOro roBOpPSIT O FEHHOWM
TepanuMmM — TEXHONOMMK, KoTopas CrnocobHa pellunTb TaKylo
3afjadvy. [lencTBUTENbHO, WMCMNOAb30BaHWe 3TOro MeToja
OTKPbIBAET HOBbIE FOPU30HTbI MaHUNYAMPOBAHKS reHeTUYe-

CKOW MHbOpMaLMen y YenoBeKa: AOCTaBKa «HOpPMasibHOro»
reHa B K/IETKY, BblKMlOYeHUe «JedEeKTHOro» reHa, reHHas
TpaHcnnaHTauus. B HacTosilee BpeMs HECKONIbKO KPYMHbIX
nabopartopui Mupa paboTaloT no oduuManibHO 0406pPEH-
HbIM MPOTOKOMI@aM C WCMOJSIb30OBAHWEM [AHHOW TEXHOMOMUM.
OpHaKo, paaysicb NepBbIM KPYMHbIM ycnexam B 3Tow obna-
CTW, Henb3a 3abblBaTb, YTO Pe3ynbTaTOM Heob6ayMaHHOro
BO34ENCTBUS HA FEHOM MOMET OKa3aTbCs yTpaTa Heus-
BECTHbIX MO3UTUBHbIX CBOMCTB NrEHOB, KOTOPbIE Mbl CHUTAEM
60/1€3HEHHO UBMEHEHHbBIMU UM HECOBEPLUEHHbIMK [18].

He cyLLecTBYET «XOPOLIMX» U «MJIOXMX» FTEHOB, «BPEAHbIX»
W «NOSIE3HbIX» MyTauun. MOHATUS «Bped» U «Mofib3a» HEMpu-
MEHWMbI K OMUCaHUIO FreHETUYECKNX abeppaumi [17]. Jllobas
Hacnegyemasi MyTauus yBenumyMBaeT U3MEHYMBOCTb B MOMy-
NFUMKM U TEM CaMbiM MOXET CMoCO6CTBOBAThH BbIXKMBAHMUIO
Buga. [1octatoyHO BCMOMHUTb TaKoe TAXKEeNoe HacneLCcTBeH-
Hoe 3aboneBaHWe, KaK CeprnoBUAHO-KNETOYHasA aHemus. 310
reHetTMyeckas 60/1e3Hb, NPU KOTOPOW B OFPOMHOM MONEKy/e
remornobvHa MNpoUCXoauT 3ameHa OAHOM aMWHOKMUCAOTHI,
W aHOMaslbHbI FeMOrIo6MH He MOMET BbIMNONHATb CBOM
dyHKuMio. B pesynbrate y ntogen, roMO3UroTHbIX N0 AaHHOM
annenu, pasBMBaETCS reMMYecKas rmnoKcusl, cTpagatoT cepa-
e, NoYKku, nerkve. Mosxe, oAHaKO, BbISCHUIOCH, YTO Takue
MyTauuKM B reHe remMornobuHa npucytcTBytoT noydtn y 40%
HaceneHus aKkBaTopuanbHONM APPUKKW, MU 3TO He ClydYanHo:
M3MEHEHHbIE IPUTPOLIUTBI CNacaloT OPraHn3m OT 3aparKeHus
MansapunHbIM Nnas3moarem. Takum o6pa3om, Npupoaa NocTo-
AHHO «GanaHcupyeT», Npeanaras pasanyHble reHHble KOMOK-
Hauuu. N Korga 4enoBeK HaYyMHAET MCKYCCTBEHHO HapyluaTb
3TOT NPUPOAHBLIN GanaHc ¢ ero reHeTM4ecKNm pasHoobpasu-
€M, OH CTaHOBMTCS 3a/IOKHUKOM CBOMX COOCTBEHHbIX 3HAHWMN,
CYLLLECTBEHHO OrpaHW4MBas Npu 3TOM BO3MOMXHOCTU pas-
BWUTUS YenoBeKa Kak Buaa. OT nogo6HOro poaa ownboK npu
nonbITKaxX CO3AaHUs «MaeanbHOro Masnbila» npeaocTeperaert
Hac P. J1aHa, npe3uaeHT n pykoBoauTenb HOxHoro obuiectsa
6anTUCTCKON 3TUKKU: «ECIKM Mbl OENCTBUTENbHO AOCTUTHEM
ycnexa u CMoXeM n36aBUTbCs OT CUHAPOMA rMNEPaKTUBHOMO
aeduunTa BHUMaHWA y aeTen, 3abonesaHusl, KOTopoe aena-
eT Jetew Nnoxo ynpaBnsieMblMU, TO CKOMbKUX My3blKaHTOB,
XYOOXKHUKOB WM acTPOHaBTOB M3bIMEM Mbl U3 HaLlero reHe-
TMyeckoro nyna? CKONbKO uccnegoBaTenen U nepBOOTKPbI-
BaTenen? Mbl MOXEM NPeBPATUTb BECb FEHETUYECKUM Myn
yenoBeyecTBa B Ny GyxranTepos U KepKos» [18].

Mbl He UMeeM NOSTHOTbI 3HAHWS B BOMPOCE O TOM, HaCKOJTb-
KO XOPOLLO reHbl, Bbi3biBAlOLWME NATONOIMIO, MOTYT CNYXWUTb
yenoseyecTBy. B nonbiTke 6e34yMHO OrpaauTb 00LLECTBO
OT «TSKENbIX HEAYrOB», HE MOYYUTCS SIN Y Hac «BMECTE C rpsi3-
HOWM BOAOW BbINJIECHYTb Ha MOMOKKY M camoro pebeHka»? Kto
3HaeT, Ha KaKOM BUTKE Hallew cnupanu, Kakum 6yKBEHHbIM
KOAOM 3anucbiBalOTCA MOHATUS «MUIOcepamne», «cocTpaja-
HUe», «yenoseKonobune»? OKpbINEHHbIE TEM, Y4TO CMOMK
OTKPbITb «MaBHbIA YWU3HEHHbIN KOA», Mbl XOTUM [AOCTWUYb
COBepLIEeHCTBa BO BCEM, B T.4. U B CO3[j@aHWN HOBOrO, CBO-
60aHOro ot 60ne3Hen YenoBeKa, He 3aJyMblBasiCb O TOM, YTO
yxon oT 60ne3Heln He BeAeT K aBToMaTM4YeCKoMy 06peTEHUIO
3[0pOBbs, @ MaHUMYNMPOBAHME NOHATUAMM «<HOPMa» U «MaTo-
NIOTUsi» HEAOMYCTUMO B COBPEMEHHOM O6LLECTBE.

3agaBasicb NOAOGHLIMW BOMPOCAMMU, HEMELKKMK PuUno-
cod KOpreH Xabepmac OTMeYaeT: «...KaK TOJIbKO B3pOC-
Nble Ha4YHyT paccMaTpuBaTb KenaTefibHbl FeHEeTUYECKUI
apceHan NOTOMKOB KaK MPOoAyKT, GOpMYy KOTOPOr0 MOXHO
M3MEHSATb, NPUAYMbIBasi N0 COGCTBEHHOMY YCMOTPEHUIO NOA-
XOAALWMN AN3aMH, OHM HAYHYT UCMNONb30BaTh B OTHOLIEHWUK

]
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COBCTBEHHbIX TBOPEHWMN, MOJIYYEHHbLIX B pe3ynbrate reHe-
TUYECKOM MaHWNynsauuu, Takonm TUN yrnpaBieHUs, KOTOpbIn
BTOPrHETCS B COMaTUYECKME OCHOBbI CMOHTAHHOrO OTHO-
LWeHns K cebe U aTUY4ECKOW CBOBOAbI APYron IMYHOCTH; ITOT
TUN yNpaBfieHus... AONYCTUM IULLb MO OTHOLIEHMIO K BeLlaM,
HO He MO OTHOLUEHUIO K APYrMM ntofam» [24].

3TUYECKME NMPOBJIEMbI PACLUMPEHUSA CNEKTPA

CKPUHUPYEMbIX HO30/10r MM

Mpo6nema goctyna K MHpopmaLumn

KaK y)ke 6bl10 OTMEYeHO, Npu MOAO3PEHNUM Ha FEHETU-
4YecKn o6ycnoBsieHHOe 3abosieBaHME y HOBOPOXKAEHHOrO,
B «MpoLecC TECTUPOBAHUS» OKa3blBalOTCH BOB/EYEHbI BCE
YneHbl CEMbM, KOTOPOW MNPUHAANEXMUT PebeHOK, MOCKOSb-
Ky C 6ONblUON BEPOSITHOCTbIO MOXHO AOMYCTUTb Hanuyue
TaKOW e NaTonoruun u 'y 6n3Knx POACTBEHHMKOB — pPOAU-
Tenen, 6paTbeB, cecTtep. [eHeTUYecKoe obcnejoBaHNE BCEN
CeMbM, npepnaraemoe B [aHHOM Ciyyae, cO3faeT npeg-
MOCbITIKWM A9 NPOTUBOPEYUS MEXIYy MHTepecamu pebeHKa
W MHTepecamu apyrux ee yneHos. OTKa3 poauTenen ot npo-
BeAEeHWS AAHHOro aHann3a MOXET ObiTb CBA3aH MMEHHO
CO CTpaxoM pas3rnalleHns KoHGuaeHunanbHon MHbopmaLmm
0 60ne3Hn. HeobxoaMmo NpuMHMUMaTb BO BHUMaHWE MeHTa-
JINTET 3THUYECKMX rpynn, 0COGEHHOCTW BEpPOMUCMNOBEAAHMS,
OT/IMYUTENbHBIE YEPThI }KU3HEYCTPOMCTBA rpaykaaH.

Moy4nTenbHO BbIMSAUT B 3TOM CBSA3M CHOXKET OLHOMo U3
KaHaNoB MOCKOBCKOIO TeNeBUAEHUSA O CUTyauuu, KoTopas
BO3HMK/I@ B pe3ynbTaTe HEKOPPEKTHOW nojayn maTepu-
ana, HarpyxeHHoro MefuKOo-reHeTuyeckon WHbopmauunen
[19]. KoppecnoHAeHT panloHHOM rasdetbl B CTaTbe, MOCBSHA-
LLIeHHOM 3KONIOrM4yeckMM npobnemMam [JaHHOW MECTHOCTH,
Co0O6WM, YTO OAHA M3 XKWUTENbHUL, OTAANEHHOro Mnocesika
poauna pebeHKa-«myTaHTar. Ml XoTs Msi MaTepu He coobLua-
nocb, GaKTUYECKU MPOU3OLLIO pasrnalleHne MHbopmaLmu,
MOCKONIbKY B [@aHHOM MOCefKe 3a MocAefHUi rog poauncs
NWWb OOMH pebeHOoK. CnoBo «MyTaHT» CTajlo KIenMoMm Ans
Manb4MKa, MPaKTUYECKM chenano ero M3roem B POAHOM
nocenke.

[pyron cny4an BO3HWKalOWMX MPOTUBOPEYUN MEXKAY
YyneHaMu cembW MNPU FEHETUYECKOM TECTMPOBAHUU MOXKET
ObITb CBA3aH C HaNM4YMEM NPePacCcyiKoB O POAOBbIX OTHO-
LUEHUSX, TaK Ha3blIBAEMOIro rofioca KPpoBU, U HEBEXECTBEH-
HbIMMW NPeACTaBNEHUSIMU O 3aKOHaxX HacNeaCTBEHHOCTH.

Korga 6o0nbHOM pebeHOK HacnefyeT AedeKTHble reHbl
no OAHOMY OT 060MX poauTenen, MHorve BWAAT B 3TOM
paBHOMEpPHOE «pacnpeneneHne OTBETCTBEHHOCTWM 3a Ciy-
ymBLlmMecs». OOHAKO MOXKET CAy4MTbCS TaK, 4TO Y peGeHKa
NPUCYTCTBYIOT 2 MyTaLWW, a y poauTenen HaxoaaT TonbKo 1.
M xopolwo, ecnn ee HanayTt y oTua,— Torga ropasgo npo-
e 06BbACHUTb BO3HWMKHOBEHME BTOPOM YMUCTOW Cly4amHO-
CTbl0 — MyTauuu de Novo B Halu AHW He TaKas PeaKoCTb.
Ho nonpo6ynte NpeanoXuTb 3Ty e MPUYUHY Cay4anHoro
NosiIBNEHUS HapyweHus, Korga WM3BECTHO, YTO nepefadya
OAHOr0 M3 «AePEeKTHbIX» FEHOB NPOU30LLIa N0 MaTePUHCKON
JIMHUK. OT KOro nony4Yunn pebeHoK BTOPON «aedEeKTHbIN» reH?
He Ha BbiicHeHMe N 3TOro Bompoca 6yaeT Hanpas/eHa
3HEeprua poACTBEHHMKOB? He nepekntoyatcs v poauTenm
OT rMaBHOMO — CEPbE3HOCTU AMarHo3a Wx pebGeHKa, Tpe-
GyloLEr0 MPUCTANIbHOMO M HEYCbIMHOr0 BHWMaHWS K ero
Hy)KAaM, Ha B3auWMHble OCKOPGIEHUS U MOUCKU «BMHOBHO-
ro»? bygeT 1M cnoco6cTBOBaTb COMMMKEHWUIO CEMbWU B 3TO
HenpocToe 415 Hee BpPeMsi B3aMMHOe HeaoBepue Cynpyros
M NOAO3PEHNE B HEBEPHOCTU, HACTYNUBLUKNE OT «MPOIPEHMS»,

a B AEWCTBUTENIbHOCTU OT HEHYXHOIO Y3HaBaHUs NOAPOGHO-
CTEN UX FeHETUYECKOro TECTUPOBAHNA?

B psige cTpaH 3anagHow EBponbl Mpy reHETUYECKOM KOH-
CyNbTUPOBaAHUK CeMbM NO NoBody 601e3HM pebeHKa 3anpe-
WeHo AaBaTb MHPOPMALMIO, KOHKPETUIMPYIOLLYIO «BKIag»
KaXkaoro U3 poauTtenen B pa3BuTue AaHHOro 3aboneBaHus.
B Poccuun, HacKoNbKO M3BECTHO, 3TOT NMYHKT HUKaK He oroBa-
puBaeTcs HOPMATUBHbIMU aKTaMW, U KOPPEKTHOCTb Nofayu
cemMbe nogo6bHOro matepuana — JMYHOE AEN0 KOHCYIbTU-
pylOLLEr0 FEHETUKA, ONUPAtOLLErOCs Ha COGCTBEHHbIN OMbIT
N UHTYMLMIO.

Mpo6nema MHPOPMUPOBAHHOCTMU O FTEHETUYECKOM 3a60-
fleBaHMM, HO yXKe B HECKOMIbKO MHOM acrneKTe BCTaeT W npwu
06CYyKAeHUM BOMpoca O MNepcrneKTMBE BHEOPEHUS HOBOM
nnaTdOpPMbl B TEXHONOTMIO CKPUHMHIA, O KOTOPOW 4aCTo roBO-
psaT B nocneaHee Bpems. Peyb naet o BO3MOXKHOCTU MOMHO-
3K30MHOro TectupoBaHusa JHK HOBOPOXKAEHHOMO (3K30M —
COBOKYMHOCTb KOAMpYyoLLen YacTu reHomHon HK cy6bekTa)
[2]. Takas TexHonorMsa B uaeane NO3BOAUT OGHapYXMBaTb
COTHMW 3a601eBaHMi, KOTOPbIE MOTYT MPOSABUTLCA B TeYeHUe
MU3HWM 3TUX AETEN, YaCTb M3 KOTOPbIX MOXET noTpe6oBaTb
paHHEero Ne4YeHns Npu ycnoBuKU ero AOCTYNMHOCTU. Y4uTbIiBas
NMOCTOSIHHOE YNyYlleHWe TEXHUYECKON OCHalEeHHOCTU nabo-
paTopui, CEKBEHMPOBAHWE HOBOIO MOKOJIEHUS CTAHOBMUTCS
C Ka)ablM roAoM 3KOHOMMWYECKM BbIrOAHEE, YEM TEeHEeTU-
yecKoe uccnefoBaHue TapreTHblx (LenesBblix) reHos [2, 25].
OpHaKo 34ecb Mbl ONSATb BTOopraemcst B 061acTb MeaULMH-
CKOM 3TUKM U CBA3AHHbIX C HEW PELUEHUN.

Kak otmeuvaet [. TanHu, npodeccop neanatpum B YHu-
BepcuTeTe wWrata MuuyuraH, oauMH M3 OCHOBATenem u nuo-
HEpoB B 061acTM MCCNeOoBaHWUM BPOXMAEHHbIX OLWMOOK
MeTabonmM3ma, «Korga Mbl paccMaTpuMBaeM MOMHOrEHOMHOEe
WX NONHO3K30MHOE CEKBEHMPOBAHWE, Mbl YacTo OGHapy-
MBAEM TO, YTO He OXuaanu HaWTh. ITO BbI3bIBAET PUCK
M CBA3AHHYIO C HUM 03a604EHHOCTb Y NaLneHToB. 3TO HoBas
3TMYyecKasa aunemma. KTo CKaeT, YTO MMEHHO Oblsio 06Ha-
PYX€EHO, KOraa Bbl UCKaNWN TOSIbKO KOHKPETHY0 60M1e3Hb. Bbl
MOXETe COrNacuTbCs He PacKpbIBaTb TO, YTO Bbl OGHAPYKK-
1, NOMMMO Tex 6onesHen, Ha KoTopble nposoaunca AHK-
CKPUHMHI. Ho 37O, TEM HEe MeHee, OCcTaBnseT BO3MOXHOCTb
CKaszaTb KOMY-11M60: «Ecnn Bbl 3HaNU, 4TO y MeHsa ByaeT pak
B 50 neT, noyemy MHe 06 3TOM He cKa3anu?» oatomy TyT
Hapsagy ¢ 60NblIMMKW MNOTEHLMANbHbIMKU BO3MOXHOCTAMM
CYLLEeCTBYIOT NPOBGNEMbI U OrpaHUyeHuUs» [2].

OCO6EHHOCTbI0 MEAMKO-FEHETUHECKOr0 KOHCYNbTUPOBa-
HMS B 06/1aCTW HEOHATAIbHOIO CKPUMHUHIA SBASETCS TO, YTO
MHbOpMaLMA O reHeTUYeCKOM cTaTyce nauueHta (pebeH-
Ka) M3HadanbHO cooblwaeTcs ApyrMm nuvuam (poautensim).
M Ha nepBbit B3rnag B 3TOM HeT 6onblion 6edbl: MoKa
pebeHOK ManeHbKKI, BCE PELLEHNS 3a HErO MPUHUMAIOT ero
poautenu. Ho 4yto, ecnun feno kacaetcs 60/1€3HU C OTCPOYEH-
HbIM Ha4Yanom 3aboneBaHuns, Korga pa3BuTve 601€3HU HEUS-
6€e)XXHO, HO MPOM30MAET 3TO He paHee YeM Yepesd 20-30 net?
MmMeloT 1 NpaBo Ha AaHHylo MHGopMauuio poautenn? Unm
KOHCYNbTUPYIOLLMIA FEHETUK JOMKEH «OCTaBUTb» 3aK/04YEHNE
[N OTCPOYEHHOro COOOGLWEHUSA AaHHbIX O AMarHo3e Heno-
CPefCTBEHHO MauMeHTy, Korga OH JOCTUIHET COBEPLUEHHO-
NeTus, NP YCNOBMU, YTO MOCNEAHWUIA 3ax04yeT y3HaTb CBOM
reHeTmyeckne ocobeHHoCTU? 3HaHWe He Bcerga ABaseTcs
6narom, BEpHee, He KaXK[10e 3HaHWe CTaHOBUTCS 61arom ans
axKayLwero ero nonyyuTb. M TpyaHO B JaHHOM ciyyYae corna-
CUTBCA € TeM, 4YTo «itobas onpeaeneHHoCTb fy4yle HeBe-
LeHus». Bce nogn pasHble, U 4ns KOro-to LenCTBUTENbHO



«pefynpexaeH — 3HauuT, BOOPYKEH», HO HEMANO U TaKMX,
KOro rpy3 O)KMaaeMon W «HEMWHyeMOMW» y4acTu HaBcerga
NMWaeT BO3MOXHOCTM pPafoBaTbCA KMU3HM KaK TaKoOBOM
ceroHs, 3aBTpa, 6e3 ornsgku Ha byayuee. [eHeTUKa — eLle
04YeHb MosioAas HayKa, U CeroHs Mbl He 3HaeM, YeM MOXKET
06€epHYTbCS TO MU MHOE BTOPXKEHME B TOHKYIO chepy noaob-
HOrO 3HaHMS.

MHTepecHbIM B 3TOW CBSI3W BbLIMSAUT pasnnyve mexay
POCCUIACKMM W €BPOMEWCKUM MOHUMAHWEM «4TO MOXKHO,
a Yero Henb3s» B CUTyaLMsSX C FEHETMYECKMM TecTMpoBa-
HWeM. o onblTy paboTbl B MEAUKO-TEHETUYECKOM LIEHTPE
M3BECTHO, YTO BbISIBJIEHWE B CEMbE pebeHKa C HacNeACTBEH-
HOW naTofiorMer aBTOMaTUYECKM BieYeT 3a COOOM FeHeTu-
yeckoe 06cnefoBaHMe BCEX YIEHOB CEMbM Ha 3TO 3abone-
BaHue. TeM yanButenbHee 6bl10 y3HaATb, YTO B HEKOTOPbIX
cTpaHax EBponbl Npu gMarHoctupoBaHuu y MiageHua 3a6o-
NleBaHus, KOTOpoe B HacTosllee BPeMs CHMTAeTCs Hens-
NleYNMbIM, FeHeTUYeCcKMe o6cnefoBaHns BTOPOMY Masbllly
B 3TOM CemMbe fenaTb 3anpeleHo, NMoKa TOT MasleHbKUR
[17]. KaK HK cTpaHHO, AaHHOe «6e3aencTBre» 06bscHAETCS
HanpaB/IEHHOCTbIO Ha 3alMTy NpaB 060MX AETEN, MOCKObKY
HUKTO He 3HaeT, KaK NoBeayT cebs poauTeNU B JaHHON CUTY-
aumun. KakoBa BEpPOSTHOCTb, YTO OHW HE CKOHLIEHTPUPYIOTCS
Ha 60/1bHOM pebeHKe nan, HaobopoT, He ByayT oTaaBaTb BCce
CBOM CUJbl 340POBOMY, B TO BPEMS KaK npasa BTOporo 6yayT
ylweMseHbl?

banaHcupoBaHue Ha rpaHuM MeXKay npuUHUMNamu
«He HaBpeau» U «genan 6naro» — TO WUCKYCCTBO, KOTOPbIM
[IO/KEH BNajeTb COBPEMEHHbIN Bpay-reHeTuK. K HacToswe-
MY MOMEHTY AaNleKO He BCE FreHeTUYeCcKMe TEXHONOMUK pery-
NUPYIOTCA 3aKOHaMW, MpaBWIaMU WMAWM PEKOMEHAALMAMM,
KOTOpble MOrn Gbl 3alWUTUTb MHAMBUAA B CMOPHbIX CUTYaLM-
ax. PaccMoTpeHne HOBEWLWIUX AOCTUMKEHWM OMONOTMYECKMX
HayK C TOYKM 3peHUs BpayebHON AEOHTONOMMN U YenoBeYe-
CKOW MOpanu J0MXKHO CTaTb MEPBbLIM LIArom K 06ecnevyeHmnto
3aluTbl NPaB M MHTEPECOB JIMYHOCTH. [pUMeYaTenbHo, 4To
B CTpaHax EBponencKoro cotsa CyllecTByeT psg AOKYMEH-
TOB, PEryaupyloLLMX FeHEeTUYECKNe TeCTUPOBaHMUSA, B KOTO-
pbIX YETKO MPOMMCcaH anroput™M AENCTBUM Bpadva v nauueH-
Ta. B P® o cux nop OTCYTCTBYIOT YETKWE pernameHtauuu
B 06/1aCTM NPaBOBOM U 3TUHECKOWN AesATe/IbHOCTU reHeTu4e-
CKOM cnyx6bl. OgHaKO AaHHbIM psag nNpobiem Heo6xoanmo
pellaTb M B Hallen CTpaHe KaK NyTeM 06CYKAEHNS ITUHECKUX
BOMPOCOB B cpefe CneuuanncToB, Tak U NocpeacTBOM Npu-
HATUSA peleHni Ha YypoBHE roCyAapCTBEHHOIO perynMpoBa-
HUS MOAOGHbIX CMOPHbLIX MOMEHTOB. Heob6xoauMmoe MoBbI-
LEeHWE NPaBOCO3HAHUS Ha pPa3HblX YPOBHSAX cpean Hay4yHOM
06LLECTBEHHOCTH, MEMKOB, YYEHbIX, PAGOTHMKOB CoLMab-
HOW cdepbl, NOAUTUKOB W T.A. CO34acT HOBble rapaHTuu
6e30MacHOCTM MPaKTUYECKOro UCMONb30BaHUSA JOCTUKEHUN
COBPEMEHHOM HayKM.

HeoHaTanbHOe CKpMHUpPOBaHUE U NpeHaTasibHasA

AWarHoCcTUKa — ABe CTOPOHbl O4HOI0 npouecca

HecomMHeHHO, 0aHa 13 BaXHeWLWWX 3ajay, paspellaemblx
C NOMOLLbIO HEOHATAIbHOIrO CKPUHWUHTA, 3TO AEHTUDUKaLMA
reTePO3NrOTHbIX HOCUTENEN TFeHEeTUYEeCKMX 3aboneBaHuM.
«4eioBeYEeCTBO C HAAEXA0N CMOTPUT Ha FeHETUKY, KoTopas,
MCNOJMIb3Yysi CBOM OTKPLITUS, MOXKET U3MEHWTL CyAbOy COBpeE-
MEHHWKOB W MOTOMKOB, [1aB UM ny4yllee npeaonpeaeneHume.
...B wnctopnyeckom paKkypce reHetMka — 3TO EepMEHT,
ycKopsitoLmin drn3nyeckoe u HpaBCTBEHHOE COBEPLLEHCTBO-
BaHMe 4eNoBeYeCcTBa, M NO3TOMY OHa OCTAHETCS «CTaHOBbLIM

xpebTom» umBunnsaumm XXI B.» [1]. HoBoe 6uonornyeckoe
3HaHWe OTKpblBAeT HOBble BO3MOMHOCTU FEHETUYECKOro
KOHTPONS He TONbKO HajA MHAMBWMAOM, HO U Haj ero penpo-
OYKTUBHbIMU  QYHKUMAMKU. KOHCYnbTMpOBaHWE CeEMEWNHOWM
napbl, MMetoLen pebeHKa ¢ reHeTUYeCKUM 3aboneBaHNEM,
06a3aTeflbHO COAEPKMUT BONPOC O NpeHaTabHOM ANarHoCTh-
Ke nocneayowmnx 6epeMeHHOCTEN.

MNpeHaTanbHasa AnarHoCTMKa — 3TO NPOBEAEHUE Uccneno-
BaHWIM Ha 3Tane BHYTPUYTPOOHOro pa3BmUTUSA NI0AA C Lebto
BbISIBIEHUS Y HETO FEHETUYECKOW NaTonoruun. B cnyyae Bbico-
KOro puUCKa OOGHapyXeHus nocnegHen nepen Oyaywumu
poAMTENSIMM HEM3OEKHO BCTAeT BOMPOC O LienecoobpasHo-
CTU MpOJoKeHUs 6epeMeHHOCTU. Mcnonb3oBaHuKe npeHa-
TaNbHOW AMArHOCTUKMU B CEMbSIX C OTATOLEHHbIM aHaMHE30M
LEeNCTBUTENbHO NMOMOraeT NPefoTBPaTUTb POXKAEHWE BTOPO-
ro (TpeTbero, 4YeTBepToro) pebeHka ¢ AaHHOW naTonoruen.
370 KacaeTcsl, B NepByl0 oyepelb, 3ab6oieBaHW, KOTOpble
CErofHs CYMTAlOTCH HEUINEYUMbIMU. ITUHECKOW Mpobaemon
B [A@HHOM Cny4yae CTaHOBMTCS OTKA3 B «MPaBe€ Ha W3Hb»
NOTEHLMANbHOMY YENOBEKY, «yPOBEHb 3[0POBbS» KOTOPOro
He COOTBETCTBYET MPUHATOM B obuectBe Hopme. A6opT
3[leCb paccMaTpMBaETCs KaK CpeacTBO M36aBNEHUS Poau-
Tenew ot 3a60T O U3HU U 340POBbe pebeHKa C HeLyrom,
KOTOpbIV M3Ha4YanbHO 06peYeH Ha CTpadaHus.

OOHaKo yXKe cerogHa B ob6uiecTtBe nosiBaseTcs rny6o-
Kas 03ab04YeHHOCTb, 4TO MO Mepe TOro, KaK npeHaTtanb-
Hasi reHHasi TexHonorns OyaeT YCINOMXKHATbCA WM COBEPLUEH-
CTBOBATbCH, POAUTENSM BCe TpyaHee OyAeT He noaaatbes
WCKYLLIEHUIO «CKOHCTPYMpOBaTb» WAeanbHOro Mmasnbllla 6e3
HaMeKa Ha Kakoe-nMbo ero «oTcTaBaHue». B yacTHOCTH,
BCTaeT BOMPOC O CEIEKTUBHOM MNpoBeAeHnn abopTta B Cny-
Yyae BbIiBieHMA y nnofa 3aboneBaHusl, KOTopoe nogaaetcs
NIEKApPCTBEHHOM Tepanuu; Uan BbISBIEHUS XPOMOCOMHbIX
aHOManui, KOoTopble MOryT He cKasaTbCs OoTpuLaTenbHO
Ha 300poBbe pebeHKa.

He ctouT 3abbiBaTb, 4TO Mporpamma HeoHaTalbHOro
CKPUHWHra nogpasyMeBaeT 04HOBPEMEHHOE y4acTUe B HEM
Tpex paBHOMpPaBHbIX CTOPOH: pebeHKa, poauTenen, obuie-
ctBa. M pebeHOK 3aecb — CaMbli MacCUBHbIM YYaCTHUK
npouecca. OH — eAWHCTBEHHbIN, Nepes Kem He CTOUT npo-
6nema Bbi6opa, OH 1 ero 3abosieBaHne — 3TO Halle «qaHOo»
W Halle e «TpebyeTcsr»: TpebyeTca CoXpaHUTb 3Ty XPYMNKyto
[@HHOCTb ManeHbKOW XMW3HWU. A BOT «pelleHu» y nocTas-
NIEHHOW 3ajayv BEMKOE MHOXECTBO, M KaK OHa 6yaer
pewaTbCsd B KaXXAOM KOHKPETHOM Ciy4yae, 3aBUCUT YKe
OT @KTUBHbIX YHACTHMKOB MpPoLEcca CKPUHUHIA — poauTe-
newn v obliecTBa.

PasroBapu1Basi HeJaBHO C MHBANMAOM MO 3PEHMIO, KOTO-
pbI 3aHUMaeTcs NpobnemMamMun agantaunmn HeE3PSUYUX AeTeEN,
nopasunacb ero HectaHZapTHOMY BMAEHUIO cuTyauuu. OH
ceToBas, 4YTO B HaleMm ob6LlecTBe OTCYTCTBYeT MOHWMa-
HWe TOro, YTo PoauTENU AeTen-UHBaNMAOB 6oblle Yem KX
6ONbHblE ATV HYXKAATCA B NOAAEPKKE M peabunutauuu.
«PebeHOK C poXaeHUsa NpuHUMaeT cebsl TaknMM, Kakow ecTb,
poauTENsIM e 4acTo MPMUXOAUTCA «NepeKkpanBaTb» cebs
N CBOIO XWU3Hb «[OCNEe», OTKa3blBaTbCA OT MPEKHErO XN3He-
YCTPOMCTBA, 1 3Ta IOMKa MaeasnoB U LEeHHOCTEN M3 NMPoLLo-
ro BOCMPMHMMAETCA KpaWHe HEeOAHO3HA4YHO», — OTMevyaeT
crneumanuncr.

Bce Mbl cBsizaHbl. Pe6eHOK, Maywuin B Haw MUp, ULIET
3allMTbl B3POCAbIX: FOTOBbI /M POAMTENM CTaTb ANS HEro
ornopon? foToBO M 06LLECTBO NPUHATL 3Ty CEMbIO MOJ CBOIO
3awmTy? NMoKa Mbl NpsYeM rnasa 1 OTBOAUM B3INSA4bl OT TeX,

I
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KTO He TaKOW, KaK Mbl, HallK AeTU 6e3)KaNoCTHO N1LaoT Hac
BHYKoB. CoBpeMeHHOe 06LLECTBO NOTpebUTENEN He KenaeT
UCNbITbIBaTb TPYAHOCTU C POXKAEHNEM U BOCNIUTaHUEM pebeH-
Ka. Bmecto pebeHKa-uHBannga, KOTOpbIM BCIO CBOK KWU3Hb
6yneT 06a3aH cobnofaTb CTPOryld AMETY WAU NPUHUMATb
rOPMOHbI, MHOTME NPEeANnoYTYT «Cleaylouero» — 340p0BOro
OT poxfAeHus. MoToMy 4TO [axe Takue «TPyaAHOCTU», KaK
BbIMOMHEHWE ONpeaeneHHbIX ne4yebHbix npoueayp ang 60nb-
HOro peGeHKa, KayKeTcs HEKOTOPbIM POAMTENAM HEBbLIHOCH-
MbIM 6peMeHeM. WX cTpawaTt He cTpagaHus pebeHKa, OHM
60aTCs COOCTBEHHbIX MEPEKMBaAHUI, AMCKOMOPTa A4N1a cebs.

He meHee nHTepeceH GaKT OTHOLIEHUS crneLnanncTtos —
NPaKTUKYIOLWNX POCCUNCKUX FEHETMKOB — K Mpobaemam
pPenpoAyKTMBHOIO BblGopa cemMbu Mpu NPOBEAEHMU NpeHa-
TanbHOM AMArHOCTMKM [26]. B mexayHapoaHbIX Mccneao-
BaHMAX NoKasaHo, 4To 6onee 50% POCCUMCKUX FEHETUKOB
He CKJIOHHbI yBaaTb PenpoayKTUBHbIE PeLleHNs NaLUEHTOB.
Takasi No3uuUMs OTAMYAET Hally BbIGOPKY OT GOMbLIMHCTBA
CTpaH, NPUHABLUMX yH4acTUe B onpoce. XoTa 3a gecatunetve
NMPOM30LWWIO CTAaTUCTMYECKM 3HA4YMMOE COKpalleHue Aonu
Bpayew, KoTopble xoTeNn 6bl TEM UKW UHBIM CMOCOBOM OKa-
3aTb HEraTMBHOE AaBfieHNE Ha BbIGOP XKEHLWMHBI (Nepeaatb
oulyuleHve HenpaBWIbHOCTU AEWUCTBUKW, Y6eauTb He UMETb
[eTen, peKoMeHaoBaTb CTEPUIM3ALIMIO), OHA MO-MPEXHEMY
OCTaeTCs BbICOKOW.

B cBfi3M ¢ 3TMM MOKasaTeneH ciayyal, npousolles-
WKK Ha 3aHaTuu LLKonbl no reHeTuke B . EKaTepuHbypre.
Cneunanucty M3 Uspauns, Ymtasllemy NEKUMIO NO Npenm-
NnnaHTaLMOHHOM TFeHETUYECKOW AMArHoCTMKe, Obln 3aaaH
Bonpoc: «CKaxuTe, noxanyncra, 4to Bbl roBopute nauu-
€eHTaMm, COCTOofWMM B OGM3KOPOACTBEHHOM 6paKe, 4TOObI
nepeybeanTb UX UMETb AeTen?» [lymalo, He HY)KHO MOSICHATb,
4TO B 3a/1€ CMAENU TONbKO CMELNAUCTbI, 3aHATbIE B JaHHON
o6nacTM — Bpayu aKylepbl-TMHEKONIOrNM, NeanaTpsbl, reHe-
TUKW, MONeKynsipHole 6uonorn. M Bonpoc 3agana rnaBHbln
Bpay nepuHaTanbHOro ueHtpa (!) ogHOro M3 POCCUUCKMUX
ropogoB. OTBET 6blN YAUBUTENbHO KOPPEKTHbIM: «Kak mory
S1 coBeToBaTb YTO-TO B AaHHOM cnyyae? f He bor. MNepeao
MHOW CeMbS$i, OHW NOGAT APYr Apyra U XOoTAT UMeTb AeTen. KTo
MOXET 3anpeTuTb UM 3TO?»

[loyeMy e POCCUMCKUIM OOKTOP AaneK OT Takou Mo3u-
umn? OTKyAa B HAc aTa nyratouias HETEPNUMOCTb K Apyromy
MHEHMI0? M 4TO He TaK B HalleMm 0OLLECTBE, €CNU U POAUTENN,
M Bpayu «CTaBAT» HE Ha XM3Hb? Xopollee 06bSCHEHME MPo-
ucxoasawemy gaet J1.A. MakcMmeHKo B ctaTbe «Kasyc 6uo-
3TUKM: OHTOJIOFMYECKME NPEANOChIIKW»: «3Hatowero (o6naaa-
lowlero, téxvn) Bceraa 6pocaet Mexay nagHbiM U HenaaHbIM,
MEKIY CKBEPHbIM 1 61aropoaHbIM. HpaBCTBEHHbIM MOCTYNOK
poxAaeT (KaK poxaaeT, ¢ivolg) ObiThe YesioBeKa KaK Cro-
COBGHOCTb «geprKaTb yaap» — W HaTUCK Hecyllero, Hecknag-
HOCTM M HEeNagHOCTW, U OCNENUTENbHO KOMOWNIA ras cBeT
aneTenmmn-ucTuHbl. 3To TpebyeT ycunus G6biTb: OGbiTb BPa4yoM,
a He nanayom, y4uTenem, a He PEeTPaHCAATOPOM, co3aato-
MM Wb KonebaHusa BO3ayxa, a He KonebaHue MbICau,
poauTeneM, a He CEMENHbIM MEHEIKEPOM, HaKOHELL, ycunue
nNpocTo 6biThb, @ HE GbITb «BOOOLE» KAK NPUPOAHas, MaTema-
TMYEecKas, Uan Oaxke MopanbHO-3TUYeCKas AaHHOCTb («HOp-
Ma»), GUKCUpyeMasi B CnoBe «gaHo». «bblTb» B YKa3aHHOM
CMbIC/IE — 3HAYUT «NPOSIBUTb XapaKtep» [27].

Tak KaK e CymeTb MpOosIBUTb XapaKTep, KaK OTCTOATb
CBOE MpaBo 6bITb YE/IOBEKOM M HE AaTb TEXHONOMMK COBNa3-
HUTb Hac, Kak MNpUHATb cBoero pebeHKka M NobUTb ero
TaKMM, KaknMM OH MpuLIeNn K Ham,— BOT BOMPOCHI, KOTOpble

CTaBUT nepen HamMu u3Hb. OcHoBOMOMaratowme cobbITUs
Yel0BEYECKOM XM3HWM — TaWMHCTBO 3a4vaTus, POXKAEHUS,
YXO[ U3 XU3HM — BCe 6osee NpeacrTaBnsoTcs o6LLECTBY
KaK TEXHUKO-OMONOrMYeckne colmasnbHble MPOUCLIECTBUS.
Mbl nepectanu BuAeTb B OMIOAOTBOPEHHOW 3UroTe 3apo-
[blll YENOBEYECKOM HWU3HU, CIYCTOK XMBOW SHEPIUMN, «UHb»
M «H» MUPOBOro Ha4vana. CerogHs Ansi MHOMMX M3 Hac 3To
BCEro /MWb KNEeTKa C AWMNIOMAHBbIM HabGoOpPOM XPOMOCOM,
«MPOAYKT 3a4aTus», KOTOPbIN JIEFKO MOXHO «3BaKyMpoBaTb»
npy HepaUMOHaNbHOM MNOAX0AE K MIAaHUPOBAHMIO CEMbU UK
MCnonb3oBaTb B Ka4eCTBe «3aTpaBKu» AN PENPOLYKTUBHbIX
6unotexHonorun [22].

Mbl XOTeNn HaWTU pasrafgky KWM3HW, HAacCTOMYMBO CTpe-
MSICb MOCTUYb MYyB6UHbI YET0BEYECKOr0 OpraHn3ama nogooHo
ManbyinuKy Mulue n3 ckasku OpoeBckoro «[0poaoK B Taba-
KepKke» [28], KoTopoMy 6blSI0 MHTEPECHO Y3HaTb, Kak U3 Npo-
CTbIX A€eTaNen LWKaTyIKW — KOJIOKO/IbYMKOB, MOJIOTOYKOB,
Ba/IMKa U MPYXUHKN — POXKAAETCA Takas YygecHas My3blka.
Ho «pa3obpaB Ha BUHTUKM» BCErO YeOBEKA, Mbl HE3AaMETHO
ansa cebs noTepsanmn TO €AUMHCTBEHHOE, Ha 4YeM [epaiucb
3TW COCTaBHble «4acTW». KaK M nonoxeHo aobpoin cKas-
Ke, «[OpOfOoK...» MMEET CcYaCTIMBbIM PpUHAN: NMPOCHYBLUUCDH,
Muwa yBuaen, 4to TabaKepKa Liena v no-npexxHemy pagyet
BCEX CBOEW BOJILIEOGHON MYy3bIKOW. M OH goragancs, 4to Kono-
KOJIbYMKKN 3BEHAT M3-3a TOrO, YTO MO HUM BbIOT MOSIOTOYKMH,
a MOJIOTOYKM CTy4aT M3-3a TOro, 4YTo NoBOpaYMBaeTCs BasmK,
a Ba/IMK He OCTaHaB/IMBAETCS MOTOMY, YTO €CTb MPYKMUHKa-
LapeBHa... CTONbKO MHOr0 pasHblX [AeTanen, MaNleHbKWX
N BONbLIKX, MPOCTbIX U CNOMXHbIX, APKUX U BNEKNbIX, WYMHbIX
N TUXMUX, U TONIbKO B UX OPraHWYHOM B3aMMOAENCTBUU, B MX
rapMOHUYHOM [BWMKEHWU, B UX CO3BYYUM POXKAAETCA Takas
npeKpacHas My3blkal..

A BOT NOMYYUTCH M Y HAC, 4O TOHKOCTU MPOCYUTaBLLMX
BCE TEOPETUYECKNE BO3MOKHOCTU U MACTEPCKM BbIMOJIHUB-
WKX BCE MPaKTUYECKUE MaHUNyN[auUMM C KMUBBIMU KIEeTKa-
MW, OOCTMYb 3a4yMaHHOro — ychbllaTb MY3bIKY }MBOro?
YenoBeKk ropasfo croxHee TabaKepku. M noatomy OTHO-
CUTbCS K HEMY cneflyeT Kyaa 6onee ocMoTpuTesibHee. To4Hoe
3HaHWe He MelaeT Noasuvn. Ho He NpUBEOET NU XKenaHue
«YNYHWKUTb MPOAYKT» K MOIOMKE TOW CaMOWM «rTaBHOM MPYXKUH-
Ku» Halwero 6biTua? Moyemy 6bl He NPU3HaTLCA cebe caMum,
4YTO MMEHHO Halla «Pa3HOCTb» — TO, KaK Mbl BbIMAANM,
KaK roBOpMM, 4YTO MpeanoyvyuMTaem, K 4yemy cTpemmmcs —
Nno3BO/SET HaM OCTpee 4YyBCTBOBATb BKYC XWM3HWU? Yepes
cocTpajaHue, Yepes munocepane, Yyepes ntoboBb K cnabomy
M MUNOCTb K 06e3aonieHHoOMy. N ecnn gaHHas TexHonorus
cnocobHa caenatb Hac 61MKe, 4TOObl B HYXHbI MOMEHT
NOACTaBMUTb MEY0 APYry UK KPEMNKO B35iTb B CBOO PYKY Cna-
Oyl0 NafoLWKy Manbilla — Mbl Ha BEPHOM MNyTH.

3AKJ/IIOMEHUE

MHoroe B Hallew XW3HW Mbl HA4YMHaAEM [enatb, cneays
COBPEMEHHOMY MOAHOMY TEYEHWIO, M MOTOM MOCTENEHHO
NPUHUMAEM 3TO KaK HEKyl [AaHHOCTb, MPWBbIYKY, HE OCO-
6EeHHO 3a[lyMbIBasiCb, HACKONbKO 3TO HaM HYXHo. 3a 9 net
pacClIMPEHHOrO HEeOHaTalbHOIrO CKPWHWMHra B Poccum He
BbIMO/IHEHO HU OHOW 0606LatoUEN PabOThl, MOCBALEHHOM
rny6oKOMY M BCECTOPOHHEMY aHann3y NpPoBeAEHHbIX Ucce-
noBaHuW. BcTpeyatoTcs oTaenbHble paboTbl, B OCHOBHOM
auccepTaumK, yKasbiBatllme Ha ocob6eHHOCTM obcnenoBa-
HUS HOBOPOX/IEHHbIX B OTAE/IbHbIX PEFMOHAX C NPUBEEHNEM
[laHHbIX O 4YacToTe pacrnpeaenieHns CKPUHUPYEMOM naro-
JIOTMKU, OAHAKO BOMPOC O BO3MOXHOM MepecMoTpe CrUcKa



JaHHbIX HO30/10T Ui, NOTEHLIMaNe BKIOYEHNUS B HEMO HOBBIX,
oTBevalolMX «Tpe6oBaHUI0 [IHS», HA NMOBECTKE TaK W He Mnosi-
Buncs. CerofHs ye HU y KOro He BO3HMKAeT COMHEeHMUs
B TOM, HY)EH /IM HaM HeoHaTaslbHblii CKPUHWHI. [ecsTKu
CMaceHHbIX XM3HEMN, COTHWU CYACTIMBbLIX POAUTENEN — 3TO N
He noKasaTenb YCMewHoCTM W MONEe3HOCTU MPUMEHEHUS
JaHHOW TexHonormn? OAHAKO U3Hb HE CTOMT Ha MecTe:
NosABASAIOTCA COBPEMEHHbIE METOAbl MCCNEA0BaHNUIA, OTKPbI-
BalOTCS HOBble BO3MOMHOCTU ANS AMarHOCTUKU. Hayke yxe
He CBEepHYTb C BbI6paHHOro MNyTW, cTpaterus onpegesneHa

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB

M NpuHSaTa 6€30roBOPOYHO, OHAKO BblpaboTKa TaKTUYECKUX
NPUEMOB, PaBHO KaK W NpaBO Ha OCTaHOBKY «No TpeboBa-
HWIO» — 3TO Hawa peasibHas BO3MOXHOCTb «MPUPYYUTb»
YCKOPSIOLLYIOCA TEXHONOruto. Mporpecc Hayku He MOXKeT
OblTb HanpasfneH nNpoTuB obuiectBa. Cnucok 3abonesa-
HWW, OMArHOCTUPYEMBIX B XO4E HEOHAaTallbHOr0 CKPUHUHIA,
MOXET W [OMKEH PacWUpPATLCH, OAHAKO Onpeaensitb CKO-
POCTb U KAa4eCTBO 3TOr0 OOHOB/IEHUSA Mbl JOJIXKHbI HE B yroay
MOAHOMY TPEHAY, 8 B COOTBETCTBUU C COOCTBEHHbLIMU pUTMa-
MU W MpUOpUTETAMM.

ABTOP J@aHHOW CTaTbW NOATBEPAW OTCYTCTBUE KOHMIMKTA MHTEPECOB, O KOTOPOM HE0B6X0IMMO COOBLINUTb.
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JlerikoaHuedanonatus ¢ npenumyLLeCTBEHHbIM MOParxKeHMeM CTBOJIa MO3ra, ClIMHHOIo MO3ra M MoBbILIEHHbLIM COAEPIKaHNMEM
nakTtata rnpu MP-CrneKTpoCcKonumn — 370 HacaeACTBEHHOe 3a60/1eBaHMe, XapaKTepu3yroLeecss MEAIEHHO MPOrPeCcCHpyoLm-
MU MOSIKEYKOBLIMU, MUPAMUAHBIMMU PACCTPONCTBaMM, HapyLIEHNAMU, CBUAETENLCTBYIOLMMU O NOPaXKEHMMU 3aHMX CTO/I608B
CMMHHOIO MO3ra, U BbICOKOCMNELMPUYHBIMU U3MEHEHUSIMM 0 AaHHbIM MPT n MP-crneKTpoCKonuu roJloBHOro U CAMHHOMo
mogara. 3aboneBaHue U3 rpynnbl SAEPHO HacaeqyeMbiX MUTOXOHAPUAbHbIX 3HLedasomuonaTnin, 06yci0BAEHO MyTaluUen
B reHe DARS2, xapaKTepun3yeTcsi HeOCTaTOYHOCTbO MUTOXOHAPHUaabHoNU acnapTua-TPHK-cuHTeTassl. B ctaTee npeacras-
JIEHbI UICTOPUS ONMCcCaHUsi 3a60/1eBaHMs1, €r0 FreHETUYECKME OCHOBbI, 0COGEHHOCTH KIIMHMYECKOM KapTUHbI, KOUTepUK aAuarHo-
CTUKM, a TaKXKe onncaHbl 2 KIMHUYECKMX cry4asi 3ab01eBaHMs y A€BOYEK B Bo3pacTe 9 u 17 nerT.

Knro4yeBble cnoBa: feTu, NeiKo3HLedasonat1s ¢ NpenmMyLecTBeHHbIM NopaXKeHMemM CTBoJia Mo3ra, CIMHHOro mMoara M
MOBbILEHHbIM 1IaKTaToM rnpnu MP-CMeKTPOCKONNKM, KIMHMYECKas KapTuHa, AMarHoCTHKa.

(Ans untnpoBaHus: KonecHukosa E.[1., KyseHkoBa J1. M., CaBocTbsiHOB K. B., lNo6a 0.B., NoakneTtHoBa T. B. KnuHuyeckue
cnyyYau nevkoaHuedanonaTMu ¢ NpenmMyLecTBEHHbIM NOPaXeHWEM CTBOA MO3ra, CMIMHHOIMO MO3ra U NOBbILWEHHbIM NlaKTa-
ToM npu MP-cneKkTpocKonuu (MUTOXOHAPHanbHasa acnaptun-TPHK-cuHTeTazHas HeLoCTaTO4YHOCTb). Bonpockl coBpeMeHHOH

neagnatpumn. 2015; 14 (6): 724-731. doi: 10.15690/vsp.v14i6.1483)
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Clinical Cases of Leukoencephalopathy with Predominant
Lesion of the Brain Stem, Spinal Cord and High Blood Lactate
in the MR Spectroscopy (Mitochondrial Aspartyl-tRNA-
Synthetase Deficiency)

Leukoencephalopathy with predominant lesion of the brain stem, spinal cord and high blood lactate in the MR spectroscopy is a hereditary
disease characterized by slowly progressing cerebellar, pyramidal disorders, disorders involving the lesion of posterior columns of the
spinal cord and highly specific changes according to the data of MRI and magnetic resonanse spectroscopy of the brain and spinal cord.
This disease is one of nuclear inherited mitochondrial encephalomyopathies, caused by mutations in the DARS2 gene and characterized
by mitochondrial aspartyl-tRNA-synthetase deficiency. This article presents the record of the disease description, its genetic basis, clinical
features and diagnostic criteria. The article describes two clinical cases of the disease in 9-year and 17-year old girls.

Key words: children, leukoencephalopathy with predominant lesion of the brain stem, spinal cord and high blood lactate in the MR
spectroscopy, clinical aspect, diagnosis.
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BBEAEHUE

MWTOXOHAPUU — 3TO YHUKaNbHbIE OpraHensbl yKapuo-
TUYECKOM KNETKM, OCYLLECTBASIOLLIME MPOLECCHI IHEPreTH-
4ecKoro metabonnama, KoTopble HaxoAaTcs Nog ABOMHbLIM
FEHETUYECKUM KOHTPONIEM — MUTOXOHAPWUaNbHOW U aaep-
Hon AHK. MuToxoHApHWanbHbIM reHom KoaupyeTt 13 cybbe-
JMHUL, KOMNNEKCOB AbixaTenbHon uenu, 22 TPHK u 2 pPHK,
HEO6X0AUMbBIX AN CUHTE3a MUTOXOHAPUANbHbIX GENKOB.
Bbonee 99% MuTOXoHApManbHbIX 6EIKOB KOAUPYHOTCS Saep-
HbIM reHoOMOM. 3JTO GaKTopbl TPAHCKPUMUMK, TpaHCNs-
LMK U penanKaunmn MutoxoHapuanoHon AHK, KOMOOHEHTHI
TpaHcnopta 6enKoB B MWUTOXOHAPWUWU, GENKU-MEPEHOCUU-
KW 3M1EKTPOHOB, MUTOXOHAPUWaNbHbIE TPAHCIOKa3bl. TakKUM
06pa3oMm, MUTOXOHApWaNbHble 3abofieBaHUs MOryT ObiTb
cBsi3aHbl ¢ 1ePEKTOM KaK MUTOXOHAPMUANBLHOTO, TaK U 9aep-
HOro reHoma.

OAHUM M3 OpraHoB-MULIEHEN MPU MUTOXOHAPWUANbHbIX
3abo0neBaHUNAX ABNSETCA HEpBHas cuctema [1, 2]. B nocnea-
HMEe roAbl B KayecTBe 0o6Lero npuaHaka MUTOXOHAPWaNb-
HbIX 3a60/ieBaHUI YKa3blBaloT pofb MopaxeHus 6enoro
BellecTBa rosoBHOro mosra [3—-5]. JlenkoaHuedpanonatus
C NPENMYLLECTBEHHBLIM MOPaXeHWem CTBOMA MO3ra, CMWH-
HOMO MO3ra W MOBLIWEHHbIM COAEPXKaHWeM nakTaTa npu
MP-cneKTpocKkonuu (aHrn. Leukoencephalopathy with Brain
stem and Spinal cord involvement and Lactate elevation,
LBSL), unn mutoxoHapuanbHas acnaptun-TPHK-cuHTeTasHas
HeJOCTaTO4YHOCTb, — 3TO Sf4EPHO Hacneayemass MUTOXOH-
ApuanbHasa aHuedanoMmonaTus, KoTopas xapakrepuayercs
MeANeHHbIM MPOrpeccMpoBaHNEM MOIKEYKOBLIX, MMpamMua-
HbIX PACCTPOMCTB, HapYLWEHUSMU, CBUAETENLCTBYIOLMMM
0 NopaxeHnn 3agHnx cTonboB CMMHHOINO MO3ra, U BbICOKO-
cneumdUyYHbIMU UBMEHEHUAMM MO Aa@HHBIM MarHUTHO-Pe30-
HaHcHou Tomorpadum (MPT) 1 MP-cneKTpoCcKonuu rofoBHO-
ro M CMMHHOro Moa3ra [6, 7].

MepBble cooblieHns o0 3aboneBaHun oTHOCAT K 2002 .,
Korga Van der Knaap v coaBT. BNepBble onucanu HOBYO
naTonoruio y 8 naumMeHToB C OAHOTUMHbIMU NenKogereHe-
pPaTUBHBLIMKU U3MEHEHUAMM NO AaHHbIM MPT 1 noBbileHnem
YPOBHSA NakTata no AaHHbiM MP-cneKTpocKonuu B nopa-
EHHOM 6efioM BellecTBe rofoBHoro mMosra [9]. OaHako
[0 HacToSALWEero MOMeHTa CyLeCTBYET MHOIO HEACHbIX acnek-
TOB MnaToreHesa W fie4eHuss 3Toro 3aboneBaHus, a TaKkKe
TPyAHOCTEN B NMOCTAHOBKE AMArHo3a B CBSA3M C €ro peaxow
BCTPE4aeMOCTbI0 B PYyTUHHOM NPaKTUKe Bpaya. 3abonesaHue
BXOAWT B NepeyveHb pefkux (opdaHHbIX) 3aboneBaHun, ycta-
HOBJ/IEHHbIX MMHMCTEPCTBOM 3apaBOOXpaHeHnss PoccUMMCcKon
denepaunu, n TpebyeT MyNbTUAUCLMNIMHAPHOMO noaxona
B AMArHOCTMKeE 1 neveHnu [8].

Hue npeactaBnsemM 2 CO6CTBEHHbLIX KIMHUYECKMX Ha-
6noaeHns LBSL y neBoyek B Bo3pacte 9 1 17 net.

KNUHUYECKHUHA NPUMEP N° 1

MauneHTka E., Bo3pacTt 9 net. U3 aHaMHe3a U3BECTHO,
4YTO AEeBOYKa poamnach oT 2-h 6epemMeHHoCcTH (1-9 — mean-
LIMHCKMI abopT), NpoTEeKaBlleN C TOKCMKO30M B | Tpume-
CTpe, yrpo3oi npepbiBaHus B 18-32 Hep, recTo30M BTOPOM
NONOBWUHbI BEPEMEHHOCTU, XPOHMYECKON MMMOKCHEN nnoaa,
aHeMunen, ayTOMMMYHHbIM TUPEOUAMTOM Y MaTepw (BbISiBNEH
Ha cpoke 20 Hep, ne4ynnacb npenapatamu noaa). Poabl nep-
Bble, Ha 41-# Hep, ¢ AnuTeNbHbIM 6€3BOAHBIM MPOMEXYTKOM
(5 4 40 MWH), ABYKpaTHbIM 06BUTUEM MYNOBUHbLI BOKPYT LWEK
nnoga. Macca tena npv poxxaeHnn — 3740 r, onvHa Tena —

52 cMm, oueHKa no wkane Anrap — 8/9 6annoB. PaHHee
MOTOPHOE pa3BWTME COOTBETCTBOBAJSIO BO3pacTy, peye-
BOE — C 3aJlePXKKOW: FrONI0BY AEPHKUT C 3 MeC, CUAUT € 7 Mec,
CTOMUT y onopbl ¢ 8 mec, XxoauT ¢ 1 roaa, K rogy nponsHocuna
OTAENbHbIE CNOBA-C/IOrM, NpocTble dppasdbl — ¢ 2,5 net.

B 3 roga poautenu ctanu otMedaTb MOTOPHYKO HENoB-
KOCTb: [€BOYKa He ymena npbiratb Ha O4HOM HoOre, Tak-
e OTMEYEHO U3MEHEHWe MOXOAKM B BUAE HEYBEPEHHOCTU
W WaTKocTM npu xoapbe. B 3 roga 8 mMec OCTpPO BO3HUK
cxogqawumncsa ctpabusam cneBa, MO MNOBOAY Yero AeBOYKa
NMPOKOHCYNbTMPOBaHa 0(pTanbMOSIOrOM U HEBPOOroMm. bbino
Ha3Ha4vyeHo annapaTHoe NeYeHne, a TakKe Kypc HOOTPOMHOM
Tepanuu ¢ NOJIOXKUTENbHLIM 3PDEKTOM B BUAE YMEHbLUEHUSA
yrna Kocornasms.

MPT ronoBHoro mosra BrnepBble NpoBeAeHa B Bo3pac-
Te 7 net. OBHapy)KeHa KapTUHa NenKonaTun, B CBA3MU C YEM
[JeBOYKa rocnuTtanuanposaHa B MHWW negnatpun n pet-
CKOM xupyprum (MockBa), rae no gaHHbIM noBTopHOM MPT
rONOBHOrO MO3ra KOHCTaTMpoBaHa KapTUHa JieMKonaTuu
6e3 auHamuKu. Mpy NnpoBeaeHnn 3neKTpoHepommnorpadum
yCTaHOBJIEHbI NPU3HAKW HErpyboro akCoHaIbHOro nopaxe-
HUS, 3aTPOHYBLIErO N. peroneus wu n. medianus, KOTopble
OblIN pacueHeHbl KaK U3MEHEHMS BTOPMUYHOIO XapaKTepa.

[leBo4YKa OCMOTpeHa reHETUKOM, KOTOPbIM PEeKOMEH-
posan ucknountb LBSL v npoBect anddepeHumnanbHyto
[AVWArHoCTMKY € No3gHMMKM GopMamMu MeToXpoMaTU4eCKoMn
nenkoancTpoduu.

BnepBble pebGeHOK rocnutanu3npoBaH B OTAeneHune
NCUXOHEBPOIOTMM M MNcUxocoMaTuyeckon nartonormn HUN
neguatpun HayyHoro ueHTpa 3aopoBba geter (MockBa)
B deBpane 2015 r. B Bo3pacTe 9 neT ¢ }anobamu Ha yToMns-
€MOCTb Mpu GU3UYECKOM Harpy3ke U U36bITOYHbIX BHELIHWX
pasfapaxuTensdx (Hanpumep, LWyM); LWATKOCTb Npu XoAbOe;
HapyleHne 3BYKOMPOU3HOLLEHUS; 3NM30/bl TOWHOTbLI U PBO-
Tbl, BO3HMWKalOWNE Ha GOHE MOJIHOrO 30POBbS; CHUMKEHNE
3peHus; TPYAHOCTU B YCTAHOBJ/IEHUM COLMASIbHbIX KOHTAKTOB.

Mpu noctynnenun

McuxoHeBpPONOrMYeCcKuii ctaTtyc: o6LLEeMO3roBon u me-
HUHIreanbHON CMMMNTOMATUMKM He BbiiBNEHO. Bbicwwne ncu-
XOMHeCTUYeCcKne GyHKLMKU: IMOLMOHaNbHO nabunbHa, nose-
LeHWe ANCTUMUYHOE, CHUXEHHbIN GOH HacTpoeHns. HaBbiku
chopmupoBaHbl Mo Bo3pacTy. COH CNOKOMHbIM, 3acbiNaHue
He 3aTpyaHeHo. MHTepecbl: YTeHue KHur. B peatenbHoOCTH
MeanuTenbHa, 6bICTPO UcToWaemMa nNpu yMCTBEHHOM U GU3K-
YecKoM HarpysKke. BHUMaHWe KOHLEHTPUPYET HEAOCTaTO4HO.
MamaTb mexaHu4yeckast. B cOGCTBEHHOM peyn MCMnosb3yeT
npoctble ¢pasbl, NEKCUKO-rpaMMaTUYeCKUe HOPMbl A3blKa
MOSIHOCTbIO HE YCBOEHbI, 3BYKOMPOW3HOWEHWE HapyWweHOo
(an3apTtpus). OTMeYaloTC KpPaTKOBPEMEHHbIN 3pUTENbHbIN
KOHTaKT, HEenepeHoCUMOCTb TaKTU/IbHOMO KOHTaKTa, Bblpa-
YEHHbIN CMMOMO3 C MaTepbIo.

YepenHasa uHHepBauusa

e | n.— Ha 3anaxu pearupyer.

e |l n.— B3rNg4 GUKCHpPYET, CNeauT 3a npegmeTamu, LupeTta
pasnuyaert.

e I, IV, VI nn. — NT03a HET, rMasHble Weam aCUMMETPUY-
Hbl, D > S, ak3odTanbma HeT. Menkopa3mallncTbii ropu-
30HTaNbHbIN HWUCTArM B KPamHWX OTBEAEHMUSAX TNa3HbIX
A6/10K. HapylweHne nnaBHOCTM MPOCHEXUBAHUSA B30O-
pOM 3a NMpeaMeToM, 0O6bEM ABUMKEHMW NasHbIX 610K
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Puc. 1. CTpyKTypa nopaxkeHus 6enoro Bellecrtsa y naumeHTku E.,
9 net

lNpumevaHne. A—B — aKcuanbHble cpesbl Ha YpOBHE GOKOBbIX
eNyaouKoB. A — pexxunm T, — CUMMETPUYHOE MOBbILLeHWe
cUrHana oT NepyvBEHTPUKYISPHOro 6ENOro BelecTBa, B 06/1acTu
3a/iHen HOXKW BHYTpeHHewn Kancynbl; B — pexum T, FLAIR FS,
TOT e cpe3d; B — pexxunm DWI — cMMMETPUYHOE NOBbILIEHNE
CcurHana oT NepuMBEHTPUKYISPHOro 6eNoro BellecTsa.

Puc. 2. CtpyKTypa nopaxkeHus 6enoro Belectsa y nauueHTku E.,
9 net

MpumedaHne. A — pexxum T, frse, carntranbHbli cpes —
nopakeHue MocTa U ClIMHHOIO Mo3ra (6efble CTPeNnKu);

B — pexum T4, KOpOHaPHbIN CPe3 — CUMMETPUHHOE NopaXKeHne
NepUBEHTPUKYNAPHOro 6e10ro BeLecTBa Npu OTCYTCTBUM
nopaxkeHms U-o6pas3Hbix BONOKOH, CUMMETPUYHOE NoparkeHme
6enoro BellecTsa Mo3edKa; B — pexxum T, propeller, akcnanbHblit
cpes Ha ypoBHe MOCTa MO3ra — MopaKeHne BHYTPUCTBONOBOM
nopLMK KopellKa TPOMHUMYHOIO HepBa (To/IcTas YepHas CTpenka),
MOCTa MO3ra 1 HOXXEK cpefHero moara (4epHas cTpesnka).

He orpaHuyeH. HemocToAHHbIM cxoaawmncs cTpabuam
cneBa. Avnnonun HeT. AHu3oKkopus, D > S, peakuus
3paykoB Ha CBET: NpsiMast U COAPYKECTBEHHAS, UBbIE.
KoHBepreHuus n akkomogaumus He HapyLlleHbl.

e V N. — ABWKEHUS HUMHEN 4YentoCcTU He OorpaHuyYyeHbl.
YyBCTBUTENBHOCTb KOXM N1La He HapyleHa. bonesHen-
HOCTW B TPUreMUHa/bHbIX TOYKax HeT. KOHblOHKTUBASb-
HbIM U KOpHEeanbHbIn pedieKCbl KMUBbIE.

e VIl n.— MUMKKa nMua obefdHeHa, poT MOAYOTKPbIT. JInLo
aCHMMETPUYHO: CIIaXeHHOCTb HOCOryOHOM CKNaaKu cnpasa.

e VIl n.— Ha 3BYKOBble CTUMY/Ibl pearupyert.

e |X, X nn.— uvula oTKNOHEHa BnpaBo. HebHble 3aHa-
BECKM MOABWXKHbI. [MoTaHMe 1 GpoHaLMs He HapyLlleHbl.
He6HbIM M TNOTOYHbLIN pedneKcbl KuBble. CanuBauus
He HapylueHa.

e Xl, Xll nn.— nerkas geBunauus a3blka BnpaBo, GUbpu-
UM M GacunKkynsaumm Het. laedn n nonatkum cumme-
TPUYHbI. [on0Ba NO CpefHEN NIMHUM.

B aBurartenbHou cdepe: atpodun, runepTpoduin cKe-
NIETHOW MyCKynaTypbl HET. O6beM aKTMBHbIX U MACCUBHbIX
OBWXXEHUI He orpaHuyeH. [MnepmMo6UIbHBIN CUHAPOM.
MbllweyHaa cuna B pykax W Horax 4 6anna. CyxoxunbHble
pedneKebl C PYK U HOT XXUBble, CUMMETPUYHbIE, pedIeKCoreH-
Hble 30Hbl He paclwupeHbl. KnoHycoB HeT. MaTonoruyeckue
3HaKMU: CNabononoXMUTENbHbIM CUMNTOM BabuHCKOro crnesa.
BptowHble pedneKcbl Bbi3bIBAOTCH, CUMMETPUYHbIE, BbICTPO
ucrowaiotca. MoTopHas HenoBKOCTb. B KoopauvHaToOpHOWM
cdhepe oTMeyYaeTca cTaTMyeckas WM AMHaMMYecKas aTaKCus.
M3mMeHeHne NnoXoAKM MO TUMY aTaKTUYECKOW, Ha LIMPOKO
paccTaBfieHHbIX Horax. [oBepxHOCTHasi 4yBCTBUTENbHOCTb
He HapylweHa. BeretatmBHaa HepBHasf cucTeMa: 3UTOHMUS.
Ta3oBble GYHKLUN HE HAapYLWEHbI.

NNaGopaTtopHoe oGcnepoBaHUe: NaTEHTHbIN AebuLnUT
Kenesa, HesHa4yuTeNbHOE TMOBbIWEHWE COAEPXKAHUS naK-
TaTa nocne Harpy3ku caxapo3on go 2,5 Mmonb/n (B Hopme
[0 2,2 MMOnb/n).

Buaeo-33I' MOHUTOPUHI: 3HaA4YMTENbHOE 3amMedneHue
OCHOBAHHOM PWUTMWYECKOW aKTMBHOCTM MO CPaBHEHMUIO C
BO3pPACTHOM HOPMOW; Ha aneKTpoaHuedanorpamme (330
604pCTBOBAHNS M CHa 3aperMcTpMpoBaHO TPaH3WUTOpPHOE
pervoHanbHOe 3amMep/ieHMe B BUMAE OAMHOYHbLIX U Crpynmnu-
POBaHHbIX BOMH d-, O-AMana3oHa B MpaBoOW LEHTpanbHO-
TEMEHHOM 061acTh, B CTPYKTYPE KOTOPOro mM3peaka GUKCK-
poBaNnNCb OCTPbIE BOJIHbI, MO MOP(OSIOrMK HaNOMUHaKOLNE
3NUNEeNTUOOMHbIE KOMMEKChI OCTpas—MeaneHHas BOJHa.
3AnnAenTUYEeCKMX NPUCTYNOB U UX UKTaNbHbIX 33-naTtrepHoB
3a BpeMs uccnefoBaHUs 3aperncTpupoBaHo He 6bino. 3pu-
TeNbHble Bbl3BaHHble MOTEHLMaNbl: 3aMea/ieHne npoBeae-
HUSA 3puUTENbHOM addepeHTaummn Ha Kopy roJIOBHOMO Mo3ra
Cc ob6enx CTOpoH, 6osnblie cnpaBa. CnyxoBble BblI3BaHHbIE
noTeHUManbl: Heb6oNbLoe 3amMmelieHne NPOBEAEHMS NO CTBO-
Ny cnpaga.

KoHcynbTauua noromnepa: cCUCTEMHOE Hejopas3BUTUE
peyun 3-ro ypoBHS, AM3apTpUS.

KoHcynbrauusa ncuxonora: ncuxacTeHWYECKUE YepTbl
JINYHOCTM C HEBPOTUYECKMMM peaKLUaIMU.

KoHcynbTauus odTtanbmonora: aHU30MeETPONuUS,
rTMNepMeTponus cpedHen CcTeneHu, runepMeTponuyeckum
acturmatuam OU, am6auonusa cnabow cteneHun OS, Henocrto-
SHHOe MOHOnaTepanbHOe cxoAslieecs Kocornasue, AWCKM
3pUTENBHBIX HEPBOB 6€3 NaToNornK.

Mo paHHbIM MPT y nauvMeHTKM MMeeT MecTO KapTuHa
nopaxeHusa 6enoro BeLlecTsa rosloBHOro U CMHHOIo Mo3ra
B BMJE MMNEPUHTEHCUBHOIO cUrHana B pexxumax T, n FLAIR
U TMMOUHTEHCUBHOIO — B pexxume T,.

lMopaxkeHne B obnactu:
® nepu-, Napa- M CyNpPaBEHTPUKYISPHO MNPU OTCYTCTBUMU

noparkeHuns U-o6pasHbiX BOJIOKOH;

®  3a[HWX HOXXEK BHYTPEHHEN Kancysbl;

® LleHTpaNbHbIX 1 GOKOBLIX OTAEN0B MOCTa;

e 6enoro BelecTBa IEBOV U NpaBor remmchep MO3XKeYKa;

® CUMMETPUYHOE MOopaXKeHUe CEMMOBASbHbIX LEHTPOB

W MMPaMUAHBIX MyTEN FONOBHOMO MO3ra;

e [0p3alibHbIX OTAEN0B Ha BCEM MPOTIXEHWU CMMHHOIO
moa3ra.

O6HapyKeHHble U3MEHEHUSA COOTBETCTBYIOT KpPUTEPUAM
avarHocTtvkun LBSL no gaHHbiM MPT (puc. 1, 2).



lpoBeaeHO MOJNIEKYNAPHO-TEHETUYECKOE WUCcCnefoBaHme
reHa DARS2. MeToaom MnpsiMOro CEKBEHWMPOBAHUSA MpPo-
aHanu3upoBaHbl 3K30HbI 3 U 5. BbIABMIEHbI OMUCaHHbIE
paHee B MexayHapoaHon 6aze (OMIM: 611105) myTtaumu
(c. 228-20_21 delTTinsC B WHTpPOHE 2 B reTepO3uUroTHOM
COCTOSAHUM U C. 492+2 T>C B UHTPOHE 5 B reTepo3uroTHoOMm
COCTOSIHUK), KOTOPblEe NPUBOASAT K pa3suTuio LBSL.

[leBOYKe perynspHo npoBOAAT KypCbl HOOTPOMHOW M
MeTabonuyeckon tepanun. Ha ¢doHe neyveHnMa oTMeveHa
NONIOXUTENbHAA AMHaMUKa B BUAE YNyYLWEHUs NnepeHoCH-
MOCTU GU3NYECKMX M YMCTBEHHbIX HArpy3oK, HopmManansaLuuu
3MOLMOHaNbLHOro GoHa (KynMpoBaHWe ncuxacTeHUYecKoro
cuHapoma).

KJIUHUYECKHUIA NPUMEP N2 2

MNMauneHTKa E., Bo3pacTt 17 net. I3 aHamHe3a U3BECTHO,
4YTO AEeBOYKa poaunachk oT 1-M 6epeMeHHOCTH, MPOTEKABLLIEN
C yrposow npepbiBaHus ¢ 18-i Hed. Poabl 1-e, cpoyHble,
camocTosTenbHble. Macca Tena npu poxaeHun — 2860 T,
AnMHa — 52 cMm, oueHKa no wKane Anrap — 7/8 6annos.
BbinvcaHa n3 poaunbHOro AoMa B CPOK. PaHHee pa3BuTHe
COOTBETCTBYET BO3PaACTY.

B Bo3pacTte 5 net poauTenu BnepsBbie 06patuan BHUMa-
HWe Ha Hanuyune y pebeHKa WaTKoCTU Npu xoabbe, oaHaKo
K HeBposory He ob6palwanucb. B Bo3pacte 7 neT AeBoYKa
BMepBble OCMOTPEHa HEBPOJIOrOM B CBA3W C Kanobamwu
Ha noluaTbiBaHMe Npu xoabbe, TPEMOP B KMCTAX NPU 3MOLLMU-
OHa/NIbHOM HanpsXeHuu, yxyaweHue namatu. Mpu ocmotpe
BbISIBJIEHbl HUXHWIM Napanapes no LeHTpasbHOMY Ty, cTa-
TMYEeCKas W AMHaMUYecKas aTaKCus, B CBSA3W C YeM pPeKo-
MeHJ0BaHO o6cnefjoBaHMe B YCNIOBUSX CTalMOHapa, KoTo-
poe npoBefeHo He 6blno. HeBponornyeckne HapylleHus
NOCTENEHHO NpPOrpeccupoBanu, NpPUcoeavHunacb ausap-
Tpua. B Bospacte 10 net npu nposegeHnn MPT ronosHoro
MO3ra Mo MeCTy XMUTeNbCTBa y MNaUMEHTKM OOHapYXKEHbI
M3MeHeHust 6en0ro BelecTsa roJloBHOro Mo3ra, OWM604HO
pacuEeHEHHble KaK NIEMKOAUCTPOOUSA, YTO B AaNibHEWLLEM
He noaTBepaunock. No3aHee 6bina 3anogo3peHa LBSL.

BnepBble rocnutanu3vpoBaHa B OTAENEHWE MCUXOHEB-
ponornun 1 ncuxocomartmyeckon natonormm HUM negunatpun
HL3/ (MockBa) B Bo3pacte 17 netr 5 mec ¢ »anobamu
Ha cnabocCTb B HOrax, HEyCTOMYMBOCTb M ObICTPYIO yTOMAse-
MOCTb Npu Xxoab6e, HECMOCOBHOCTb XOAUTb 6€3 NOAAEPKKM,
HapyLleHne 3BYKOMPOU3HOLLEHUS.

Mpu noctynneHuun

McuxoHeBpoOrM4ecKui ctatyc: 06LEMO3rOBON U Me-
HUHreanbHOW CMMMNTOMATUKMN He BbISIBIEHO. BbiCLUME NCUXOMHe-
CTUYECKMEe YHKLUMK: 3IMOLIMOHaNbHO NabunbHa, nosejeHve
aMcTummnyHoe. CHUMKEHHbIM GOH HacTpoeHusl. HaBbikn cdop-
MUpOBaHbl No Bo3pacTy. COH CNOKOMHbIN, 3acbinaHne ObICTPoeE.
NHTepecbl No Bo3pacTy. BHMMaHMe KOHLEHTPUPYET HeaocTa-
To4HO. [lameATb MexaHu4yecKasi, CHueHa. Peyb ¢dpasoBas,
CKaHAMpOBaHHasA (AM3apTpus), CNoBapHbIM 3anac CpefHUi.

YepenHana uHHepBauus

e | n.— Ha 3anaxu pearupyert.

e |l n.— B3rag GuMKcUpyert, cneauT 3a npeagMeTamiu, LBeTa
pasnnyaer.

e I, IV, VI nn.— nTo3a HeT. [NasHble Wenu CUMMETPUYHbI,
3K30dTanbma Het. Menkopa3mallWCTbli FOPU30HTasIb-
Hbll HWUCTArM B KpaWHWX OTBEAEHUSAX a3HbiX 60K,

6onblie Npu B3rngge Bneso. O6bEM ABWMXKEHWN Mas-

HbIX 16/10K He orpaHuyeH. Ctpabuama, AMMNONUK HET.

3payKkM CUMMETPUYHbI, peaKuus 3padykoB Ha CBET Mnps-

Masi U CoApYyKECTBEHHas, *nBble. KOHBEPreHLuns n akko-

MOZaLMsa He HapyLUEHbI.

e V N.— [OBWXEHUS HUMKHEN 4YentoCTU He OrpaHuYeHbl.
YyBCTBUTENBHOCTb KOXM N1LLa He HapyleHa. boneaHeH-
HOCTW B TPUreMMHaNbHbIX TOYKax HeT. KOHbIOHKTUBAb-
HbI ¥ KOpPHeasibHbI PedIEKCHI XUBbIE.

e VIl n.— MnMHKKa nuua xuBas. JInyo CUMMMETPUYHO.

e VIl n.— Ha 3BYKOBble CTUMYJIbl pearupyer.

e |X, X nn.— uvula no cpeaHen nMHUKN. HebHble 3aHaBECKMK
noABWXKHbI. [NoTaHne n poHaumMa He HapyleHbl. HeGHbIN
W FOTOYHbIN pedneKcbl XunBble. CannBaums He HapylieHa.

e Xl, XIl nn.— A3bIK N0 cpefHen NMHUW. Tnedn n nonaTtku
CUMMETPUYHbI. [010Ba N0 cpeaHen NnHUN.

B aBurartenbHou cdepe: atpodui, runepTpodun cKe-
NIETHOM MycKynaTtypbl HeT. O6beM aKTUBHbIX ABUXKEHUI orpa-
HWYEH B HOrax B CBA3W C TOHYCHbIMWU HapyweHusiMn. O6bem
NMacCUBHbIX ABMXXEHMI He orpaHuyeH. BoisiBneH TeTpanapes
Nno LeHTpasbHOMY TMUMY C NPENMYLLECTBEHHbLIM NMOPaXKEHUEM
HoOr. MbllLEYHbIN TOHYC B pyKax 6/nKe K GU3N0I0rM4yecKomy,
B HOrax noBbllWEeH B ANCTalbHbIX OTAENax Mo CnacTUYecKoMy
TUMY, a TaKXe MoBbIWAETCA NpW BEPTUKANM3aLMUU B MPOK-
cuManbHbIX oTgenax Hor, D > S. Mbiwe4yHasa cuna B pyKax
5 6annoB, B Horax — 2-3 6anna, D < S. CyxoxunbHble
pedneKchbl C pyK U HOT BbICOKKE, C pacluMpeHuemM pedrekco-
reHHbIX 30H, D > S. KnoHycoB HeT. MaTonoruyeckne sHakKu:
¢ pyK — pednekc Pocconumo (+), D = S; ¢ Hor — pednekchl
BabuHcKkoro (+), fopaoHa (+), Weddepa (+). bprowHblie ped-
NIeKCbl He BbI3biBatoTCsA. MoTOpHas HENoBKOCTb. B Koopau-
HaTopHOM cdepe: cTaTuyeckas M AMHAMMUYecKas aTaKcus.
HapyleHne noxoaKW 3a CHeT aTaKCUM U HUMHEro cnactu-
yecKoro napanapesa. [loBepXHOCTHas 4yBCTBUTENbHOCTb
He HapylweHa. BeretatBHas HepBHasi cUCTEMA: 3UTOHMS.
Ta3oBble GYHKLMM HE HApYyLUEHbI.

JlTaGopaTopHoe o6GcnegoBaHUe: NOBbLIWEHWUS COAepKa-
HUWS NaKTaTa B CbIBOPOTKE KPOBM HATOLLAK U MOCNEe Harpy3ku
caxapo30M He BbIABNEHO.

AneKkTpoaHuedpanorpadpuyeckoe wuccnegoBaHue:
yacToTa a-puTMa COOTBETCTBYET BO3PACTHOM HOpMe, peru-
OHaNbHbIN aMNAUTYAHbIA FTPAAMEHT CMELLEH U3 3aTbINOYHbIX
OTAENOB B TEMEHHble U 3aHEBUCOYHbIE, 3a BpemMs uccre-
[0BaHWA 3NUIENTUYECKUX NPUCTYNOB M mx I3M-natrepHoB
3aperucTpupoBaHo He 6bifo.

Uronbyataa aneKTpoHeupomuorpadusa: He ob6Hapy-
KEHO MPU3HAKOB, YKa3blBaloLMX Ha NopaxeHne nepudepu-
4YeCKOro HeMpPOMOTOPHOrO annapaTa (CKOPOCTb NPOBeLEHUS
uMnynbca no nepudepruyecKkMM HepBaM He HapylweHa, nart-
TEPH PEKPYTUPOBAHUSA MOTEHUMaNoB [ABUraTeNbHbIX €au-
HUWLL MNOMHbIW, UX CPeaHas AAUTENbHOCTb M aMNauTyaa Haxo-
OATCS B paMKax 3HayeHWW, CMOHTAaHHOW aKTMBHOCTU HET).
3puTenbHble Bbi3BaHHbIE NOTEHLMANbI: CYLLLECTBEHHbIX HAapy-
LWEHUN NpoBedeHUsa 3putenbHon addepeHTaumm Ha Kopy
He 0GHapyXeHo.

KoHcynbTauus ncuxosora: ymCcTBEHHOE pa3BUTUE B
npegenax BO3pPacTHbIX KPUTEPUEB, acTEHO-HEBPOTUYECKME
peaKkuuu.

KoHcynbrauusa opranbmosnora: OU MUOMMUYECKMI acTur-
MaTU3M, Ha rMa3HOM AHe 3KCKaBaLMs JMCKOB C 06enX CTOPOH.

MPT ronoBHOro ¥ CMUHHOro Mo3ra (puc. 3—5): KapTuHa
nopaeHus 6en1oro BellecTsa roJoBHOr0 U CNMHHOIO Mo3ra

I
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Puc. 3. CTpyKTypa nopaxkeHus 6enoro Bellecrtsa y naumeHTku E.,
17 net

MpumeyaHue. A — pexxum T, flair, akcnanbHbl cpes —
CMMMETPUYHOE NOBbIWEHWE CUTHANa OT NEPUBEHTPUKYNAPHOIO
6es0ro BellecTsa, opMupoBaHne KUCT; b — pexknm T, propeller,
aKcuanbHbIf Cpe3 — CUMMETPUYHOE NOBbILLEHWEe CUrHana ot
NepUBEHTPUKYNAPHOro 1 ry6oKoro 6enoro Bewectsa 60/bWwmnx
nonywapwui; B — pexum T, flair, KoOpoHapHbI cpe3 — CHUKeHne
curHana B pexxume T, OT NEPUBEHTPUKYNSPHOrO 6E10ro BellecTsa,
0T 6en0ro BelecTBa MO3KeYKa, rmMnonaasuns Mo3xeyka.

Puc. 5. CTpyKTypa nopaxeHus 6enoro Bewlecrtsa y naumeHTku E.,

lMpumedaHnne. Pexxum T, proprller, cepus akcuasibHbIX CPE30B Ha
YPOBHE CPeAHEero v NPoAoAroBaToro Moara. A — nopaxeHue mocta
MO3ra U HOXEK CpeiHero Mo3ra (4epHast cTpenka), meguanbHom
NeTnn 1 ee nepekpecta (6enas cTpenka), cpeaHeMO3roBOro nyTu
TPOMHWYHOrO HepBa (ToncTasn 6enas cTpenka); b — noparkeHune
3aJHWX CNMHOLEPe6EeNAPHbIX TPAKTOB.

B BuAe AndPy3Horo nosbieHns MP-curHana B pexume T,
1 FLAIR 1 CHWXKeHUS curHana B pexkume T,.

lNopaeHue:
® nepu- U CYNpaBeHTPUKYNAPHO Yy NepefHUX U 3alHuX

poroB G0KOBbLIX KEeNya04KOB, CYOKOPTUKaNbHO B BUCOY-

HO-TOGHO-TEMEHHbIX M 3aTbIIOYHbIX OTAENAX (C HAIMYMEM

KUCTO3HbIX KOMMOHEHTOB B JIOOHO-TEMEHHbIX OTAENax)

npv He3HaYMTENbHOM NopaxkeHMn U-06pasHbiX BOSIOKOH;
® CMMMETPMYHOE MOpaXKeHue naTepanbHblX 0TAE/0B Tana-

MYCOB W 3a[JHUX HOXEK BHYTPEHHMX Karncys; MO30UCTO-

ro Tena; CTBOJIOBbIX CTPYKTYP; CPeAHEeMO3roBoro nytu

TPOMHWYHOIO HEPBA M BHYTPUCTBONOBOKW NOPLMK KOpeLl-

Ka TPOMHMYHOIrO HepBa; NMpamMuj NpoLonroBaTtoro Mo3-

ra; 3agHux cnuHouepebenapHbIX TPAKTOB; MMPaMUAHbIX

nyTen; KOPTUKOCMUHANbHbIX TPAKTOB U 3aAHWX CTON60B

CMUHHOIO MO3ra;

e OTMeYyeHa runonnasus Mo3xKeyka.

Mpu MP-cneKTpocKonuu B nopaxkeHHom 6esom Belle-
CTBE rO/IOBHOr0 MO3ra YCTaHOBJIEHO MOBbLIWEHWE COAEPIKa-
HUS naKTaTa (puc. 6).

TakuM 06pa3oM, YCTaHOBJ/IEHHblIE U3MEHEHUS COOTBET-
CTBYIOT OCHOBHbIM W [OMOSHUTENIbHbIM KPUTEPUSAM AMarHo-
cTuKu LBSL ¢ nomouibto MPT 1 MP-cneKkTpocKonuu, KoTopble
OyayT onucaHbl HuXe. MNpu nposeaeHnn MPT B AnHamuke
yepes 6 MeC 3Ha4YUMbIX UBMEHEHUI HE BbISIBIEHO.

MpoBeaeHO MONEKYNSiPHO-TeHETUYECKOe UccneaoBaHue
reHa DARS2: MeToA0M NPSMOro aBTOMaTUyYeCKoro CEKBEHMU-
poBaHusa UccnefoBaHbl 3K30HbI 3, 5, 17 reHa DARS2, a Takxe

Puc. 4. CtpyKTypa noparkeHus 6enoro Belectsa y naumeHTku E.,
17 net

MpumedaHme. A — pexxknm T, flair, akcnanbHbIn cpes —
CMMMETPUYHOE MOBbIWEHNE CUrHaNa ot NEPUBEHTPUKYAAPHOIO

1 rny6oKoro 6enoro BeliecTsa 60blWKMX NONYLAPUINA C KUCTO3HbIM
KoMmnoHeHToMm; b, B — pexxnm CUBE, carutranbHbii cpe3 —
NoBbIWEHWE CUrHaNa oT NEPUBEHTPUKYNAPHOro 6enoro
BelleCTBa C KUCTO3HbIM KOMMOHEHTOM, MO3XKe4Ka, MoCTa
MO3e4Ka, NPoAoNroBaToro Mo3ra, CNMHHOro Mo3ra,
rMNonaIasuns Mo3xeyka.

Puc. 6. MP-cnektpockonusa nauueHTku E., 17 net

lMpnmeyvaHume. IleBas 4acTb pucyHka — MP-CNeKTpPOCKONus y4acTka
3[40POBOro BeLLecTBa rosI0BHOrO0 Mo3ra, npaBas —
MP-cneKTpocKonusa nopaxkeHHoro 6e10ro BelecTsa rofloBHOMO
mMo3ra. Onpegensiercs MUK nakTata.

npuneraoLwmne UHTPOHHbIE 06nacTu. B ak3oHe 5 naeHTuodm-
uMpoBaHa Mytauus ¢.455G>T B reTrepo3uroTHOM COCTOS-
HUK, NPUBOASALLAA K aMUHOKUCNOTHON 3ameHe p.Cys152Phe,
B MHTpPOHe 2 — myTtauusa ¢.228-20_21delTTinsC B reTe-
PO3MIrOTHOM COCTOSIHUM. [laHHble MyTaLuK NPUBOAAT K pas-
BuTHio LBSL.

[eBO4yKe NPOBOAMUTCH MOCTOSHHOE KOMMJIEKCHOE feye-
HWe, BKIOYalolWwee Kypcbl HOOTPOMHOM M MeTaboNnyecKon
Tepanuu, peabunntaumoHHbIE MEPOMPUSATUS, B KOTOPbIE BXO-
OaT MeToabl 6uonornyeckon obpatHon ceasm (6OC-ctabuno-
nnatpopma). Ha doHe neyeHMa oTMeveHa MOJIOKMUTENbHadA
[WHaMUWKa B BUAE YNYYLIEHUS NEPEHOCUMOCTU PUIUYECKUX
Harpy3ok.

OBCYXAEHMUE

leHeTMuecKan npupoaa LBSL

B 2007 r. G.C. Sheper 1 coaBT. BNepBble onpeaenunim
MOJEKYNSIPHO-reHeTu4eckne ocHosbl LBSL, onucaB myta-
unio B reHe DARS2, KOAMPYIOWEM CUHTE3 MUTOXOHAPU-
anbHon acnapTtun-TPHK-cuHTeTasbl [7]. TeH KapTupoBaH
Ha AJIMHHOM nJle4ye XpoMOoCcoMbl 1 B XPOMOCOMHOM 06s1acTu
1925.1. OnucaHbl pas3nuyHble MyTauun reHa DARS2: muc-
CEHC- M HOHCEHC-MyTauuu (ToYeyHble MyTauuu B nochne-
posaTenbHocTM [HK, npuBoasiliMe K M3MEHEHUIO aMWHO-
KUCNOTHOW MNOC/ef0BaTENbHOCTU MO0 NpeXaeBpeEMEHHOM
TEPMUHALMK TPAHCASLMM), CNTANCUHTOBbIE MYyTaLMK (TOYeY-
Hble MyTaluuW, 3aTparuBatolime canTbl cnnancuHra) u gene-
LMK (XPOMOCOMHbIE MEPECTPONKM, NPU KOTOPLIX MPOUCXOANUT



noteps yd4actka xpomocowmbl) [10, 11]. YcTaHOBMAEHO, 4TO
MyTaLMKn MOTYT BO3HMKaTb B Pa3/IMYHbIX NMOJIOXKEHUAX HYKIIe-
OTMAHOM nocnefoBaTenbHOCTM reHa. OgHako Haubonee
yacTbiMu (94%) aBnatOTCA MyTaLuK B UHTPOHE 2 (CNancuH-
roBble MyTalMu), Cpeam KOTopbIX Hanbonee pacrnpocTpaHeHa
€.228-20_21delTTinsC, a TakXe crniancuMHroBble MyTaLum
B WHTpoHEe 5 ¢.4924+2T>C M MWUCCEHC-MyTaLMs 9K30HaA 5
¢.455G>T (Cys152Phe) [6, 10, 12].

3aboneBaHue HacnegyeTcs No ayTOCOMHO-PELLEeCcCUB-
HOMY Tuny. HOCUTENbCTBO MyTaUWMM He XapaKTepulyeTcs
KaKon-nMbo KIMHUYECKOM cumnToMaTMkon. Kak npasuno,
60NbHblIE  SABNAIOTCS KOMMayHA-retepo3vrotamu (MmetoT
2 reTepo3nroTHble MyTauun B Pa3HblX MONOMEHUSAX HyKIe-
OTMAHOM nocnegoBaTenbHOCTM reHa DARS2, B reteposu-
FOTHOM COCTOSIHWUM). MauMeHTbl C TOMO3MIOTHOW MyTauuewn
B reHe DARS2 otnn4yaloTca aTUMMYHOW KIMHWMYECKOM Kap-
TUHOM B BUAE MHAYLMPYEMbIX PUIMYECKUMU Harpy3kamu
aTakcun 1 apedneKkcuu, 4To conpoBoOXaaeTca fo6poKade-
CTBEHHbIM TeyeHnem [13].

[eH DARS2 KoaupyeT cuHTe3d dpepmeHTa acnaptun-TPHK-
CUHTETa3bl, KaTanu3upylowero npucoeavHeHne acnaparu-
HOBOW KUCNOTbl K COOTBETCTBYIOLWEN €l MONIEKY/IE MUTOXOH-
apvanbHon TPHK B muTOXOHAPUAX. B pe3ynbrate cTpyKTypa
Bcex 6enkoB, Koaupyemblx MTAHK, nameHnsietcs, n Hapylua-
eTca paboTa AblxaTenbHOW Lenu MUTOXOHAPWW. 10 KOH-
L@ He BbIICHEHO crneuuduryecKoe BMSAHWE [JAHHOrO reHa
Ha paboTy KNETOK MMEHHO HEPBHOW CUCTEMbI, HE 3aTparMBas
npv 3ToM GYHKLMKW KNETOK APYruX TKaHen. HecmoTps Ha oau-
HaKOBbIM YPOBEHb 3KCMPECCHUM FEHa U CHUXKEHWEe acnapTui-
TPHK-cMHTETa3HOM aKTMBHOCTM B pPasHblX TKaHAX, He 6blno
YCTAHOBJ/IEHO 3HaYMMbIX HapYLUEHWW aKTUBHOCTU (epmeH-
TOB KOMIJ/IEKCA AbIXaTeNIbHOM LIENU MUTOXOHAPWUI B KynbType
KOXHbIX ¢nbpobnactoB U numdoumtax. [JoKazaHa «Tpon-
HOCTb» MyTauuin reHa DARS2 K nopaxeHUIo KNeTOK HEPBHOM
CUCTEMbI C MPEUMYLLECTBEHHbIM y4acTUEM Tel HEeMPOHOB
U UX aKCOHOB, @ He MWENNHOBOW 0OO0MI0YKM, OSIMIOAEeHaPO-
nactpouuToB [11, 12]. B paccMOTPEHHbIX HAMU KIIMHUYECKMX
cnyyqasix MyTauuu, AMarHOCTMPOBaHHble y 06enx 6GOJbHbIX,
HaxoAsATcs B KOMMayHA-reTepo3nuroTHOM COCTOSIHWMM MO reHy
DARS2 v aBngoTca Hanbosniee pacnpoCcTpaHEHHbIMU B POC-
CUWCKOM 1 eBponercKkon nonynsaumsx [6, 10, 12].

KnuHuyeckas KaptuHa LBSL

B npeactaBneHHbIX HAMK NpPUMEpPax KIMHUYECKas Kap-
TMHa TeyeHusa 3aboneBaHWs COOTBETCTBOBAsa OMUCAHHbLIM
B NiuTepatype ciayvyasm. 3aboneBaHne 06bl4HO Ae6OTUPYET
B [ETCKOM BO3pacTe, XOTH WM3BECTHbl C/lydyanm C HavyaloMm
B HeoHaTalbHOM nepuoje, C TAKEeNbIM Te4eHUEM, ObICTPbIM
NPOrpeccupoBaHMEM U fleTaNbHbIM UCXO4OM B PaHHEM AeT-
CKOM Bo3pacTe [14]. PaHHee MOTOpHOE pa3BuUTHE pebeHKa
B 60MbWWHCTBE CNy4yaeB COOTBETCTBYET HOPMe, ABUraTesb-
Hble paccTponcTBa 06bIY4HO BO3HMKAIOT B AETCKOM WK MoJa-
POCTKOBOM BO3pacTte. KnMHMyecKas KapTuHa xapaKTtepuay-
€TCA HapylweHWeM MbIlEeYHOro TOoHyca MO CnacTU4ecKoMy
TUMNY, NPEUMYLLECTBEHHO B HOrax, YTo NPUBOAMT K Hapylle-
HUIO NOXOAKU. CyXOXKuNbHble pedneKchbl NPu 3TOM COXpaHs-
0TCS WK faxke noBblwatoTcs. B page cnyvaeB 3abonesaHve
[e6loTUPYET C aTaKCuK NpuU Xoab6e U MbILLEYHON FMMOTOHUMU
[15] (cxoxas KapTuMHa Habnofanacb B NePBOM KIMHWUYeE-
CKOM cniydae). TakKe MOryT HabnoaaTbcs TpeMop, Hapylue-
HME MOBEPXHOCTHOW W BUOPALMOHHOM 4YYBCTBUTENbHOCTH
B AMCTalibHbIX OTAENlax KOHEeYHOCTEW, NMPUBOASLLIME K pas-

BUTUIO CEHCUTUBHOW aTaKcuu. pn ganbHenWem pasBuUTUK
3a60/51eBaHMA BO3HMKAIOT HapylleHWEe MENKOW MOTOPMUKM
B pyKax, AM3apTpus, CHUMXKEHUE KOrHWUTUBHbIX QYHKLUMKA [9,
16]. Hepeako pa3BuBaloTCs anuaenTUYecKrMe nNpuctynol [9]
N NCUXOOPTraHUYECKUIN CUHOPOM.

[OunarHoctnka LBSL, BcTpevatoulencs KpawHe peako,
B PYTMHHOM MpaKTUKe MOXET MNPeACTaBnAaTb PSa TPYAHO-
cten. lnarHo3 06bl4HO yCTaHaBNMBAKOT HA OCHOBAHWUMU TU-
MUYHOM KJIMHWUYECKOM CUMMNTOMATUKK U XapaKTePHbIX U3Me-
HEeHWN, BbigBAsSEMbIX Npu MPT ronoBHOro M CAMHHOIO MO3-
ra, MP-cnektpockonuu [7]. TedyeHne LBSL xapaktepuayert-
€Al MOCTEMEHHBLIM MPOrpeccUpyoWwnm nopaxeHmem 6enoro
BellecTBa rOMIOBHOMO M CMMHHOMO MO3ra MpW WMHTaKTHOM
Kope 60/blMX Nonylwapui, MO3xeyKa, 6a3aNbHbiX 94ep U
a4ep CTBoNa MoO3ra. YKa3aHHble U3MEHeHWs BU3yanunsu-
pyloTCsS B BMAE TOMUYECKW MAEHTUYHOro M36UpaTesbHOro
[BYCTOPOHHEro AMd O Y3HOro nopakeHus. Pexe nameHeHus
HOCSIT HEFTOMOI€HHbIN («TUTPOUAHbIN») XapaKTep.

[AnarHocTuyecKkue Kputepum

CywiectByeT psig xapakTepHblx MP-Kputepues fuarHo-
cTukM LBSL [16, 17]. [NaBHbIM U3 HUX SBASETCH UBMEHEHME
MP-curHana (CHUXeHUe ero MHTEHCUBHOCTK Ha T4- U NOBbI-
lWeHne — Ha T,-B3BeLlEeHHbIX U306paXeHnsX):

e 0T 6enoro BelwecTBa rojloOBHOr0 Mo3ra npu OTCYTCTBUU
WUIN HE3HAYUTENbHOM nopaxeHnn U-o6pas3HbiX BOTOKOH;

® OT 3aHUX KaHATUKOB (MPOBOAHMKKU FNTyOGOKOW YyBCTBMU-

TENbHOCTKU) U 3aAHEro otaena 60KOBbIX KaHAaTUKOB (KOp-

TUKOCMUHaNbHbIN NyTb) CIMHHOIO MO3ra;

e OT NMpamuAa NPoOAONroBaTOro Mo3ra u/unu MeavanbHom
NneTin Ha ypoBHe CTBOJIa MO3ra, Tanamyca M Jly4nucToro
BEHLa BhbllLe Tanamyca.

K [OMOMHUTENbHBIM KPUTEPUSAM OTHOCAT WM3MEHEeHue
MP-curHana:
® 0T Ba/JIMKa MO30/IUCTOro Tena;
® 3ajHel HOXKKW BHYTPEHHEW Kancybl;
®  BEPXHWUX HOXKEK MO3XKEeYKa;
®  HUXHWUX HOXKEK MO3XKEYKa;

° qiep U NyTern TPOMHUYHOIO HEPBA;

® nepefHero CMHOMO3XEYKOBOro Nyt B NpoLOAroBaTom
MO3re;

e ©eforo BelecTBa MO3XKeUKa.

TaKkXe B KayeCTBe KpUTEpMEB MOTYT BbICTynaTb MOBbl-
LEeHWe CcOoAepKaHUa naKtaTa, CHWXEHWE KOHLEHTpaLuu
N-aLeTunacnaptata ¥ MMOMHO3UTONA, @ TaKKe YMepeHHoe
CHWXXEeHWE YPOBHSA XOJIMHA B MOpaKeHHOM 6efioM Belle-
cTBe nNpy MP-CNEeKTPOCKONMKU roJIOBHOIO MO3ra (BbiiBNSeTCA
He BO BCeX cryyasx).

[ns noctaHOBKM anarHosa LBSL no gaHHbiM MPT Heo6-
XOAMMO Hann4yme BCEX OCHOBHbIX M HE MeHee 0AHOro Jonos-
HUTENbHOro KpUTEPKS.

Y 60NbLUMHCTBA NaUMEHTOB BbIIBNSETCA CHUXEHME CKO-
pOCTM NpoBefAeHUs MMNy/bCa BO3OYXKAEHWUS MpU nccnemo-
BaHMM COMATOCEHCOPHbIX BbI3BaHHbIX NOTeHUManoB. [pu
3TOM HW NOBbIWEHUS YPOBHA NlaKTaTa B CbIBOPOTKE KPOBM,
HW U3MEHEeHWN NMKBOpPa B GOJIbLUMHCTBE CllyYaeB He OTMme-
YyaeTcs [9, 18, 19].

B npeacrtaBneHHbIX KAMHUYECKUX cnydaax LBSL o¢uk-
CUPOBaNIUCb BCE OCHOBHbIE W pPAA AOMNOAHUTENbHbIX MPT-
KpUTEPUEB [MArHOCTUKKM 3TOro 3abonesaHus. Bo BTOpoMm
KNMHUYECKOM cnydyae Oblo TaKXe OoTMevyeHo rpyboe nopa-
eHue 6en10ro BelecTsa roloBHOro Mo3ra ¢ GopMmnpoBaHu-
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€M KWUCT, 4YTO COOTBETCTBOBasI0O BblpaXeHHbIM U3MEHEHUAM
B KIMHWYECKOW KapTuHe 3aboneBaHus.

AnddepeHumnanbHaa guarHocTuka

OnddepeHumanbHyto guarHoctuky LBSL nposoasat ¢ dpop-
MaMu NaToNorMmn HEPBHOM CUCTEMBI, NMPOTEKAIOWMMMU C Nopa-
eHnem 6enoro BellecTBa: NenKoauctTpodmusamun, BOcCMHau-
TeNbHbIMUK 3a60/1EBAHUAMW HEPBHOW CUCTEMBI. 115 BCceX GpopMm
NIENKOAUCTPOPUIN XapaKTepPHbl Mporpeccupylolee TeYeHue,
CUMMETPUYHOCTb NMOPaxeHUs, CUMNTOMbI NOBPEXAEHUS 6eno-
ro BellecTBa LieHTpasibHOM M NepudepruyecKom HEPBHOM cucTe-
Mbl. BONbLWMHCTBO paHHMX GOPM NIENKOAUCTPODUIN UK NIENKO-
3HUedanonaTMm xapakTep1ayoTcs Ha4yanoM ¢ POXKAEHNUS 60
B NEePBOM MONYrOAWKM XU3HU, B TO BpeMs Kak LBSL ge6iotnpyet
C KOHLia NepBOoro roga Xu3Hu, B cpeaHeM B 5—8-neTHeM BO3-
pacte. AnddepeHunanbHyo AMarHOCTUKY NPOBOAAT C UHbAH-
TUNbHLIMKU OPMaMKU METAXPOMaTUYECKON NENKOAUCTPODUN,
rNO6OMAHO-KNETOYHON NenKkoaucTpobuen, UHbaAHTUNbHLIMU
dopmamu 6one3Hu Mennueyca—Mepubdaxepa.

MeTtaxpomaTtuyeckas 1 roOOUAHO-KNETOYHAsA NENKOAN-
ctpodmn, B otamyme oT LBSL, xapaktepusyloTcs HapacTa-
IOLLMM CHUXKEHUEM WMHTENNIEKTa, Pa3BUTUEM THXKENOro anu-
NIENTUYECKOrO CUHAPOMA, ObICTPbIM MNPOrpPeccMpoBaHnEM
3a601eBaHUs BNIOTb 10 TEPMUHANLHOM CTaauK (B CpeaHeM
B TeyeHue 1-2 feT), XapakTepusyollencsa aelepebdbpauu-
OHHOW W [OEKOPTUKALMOHHOW PUTMAHOCTbIO, GynbbGapHbIM
M nceBaobynb6apHbIM CUHAPOMOM, CYXOXWbHOW TUMNo-
1 apednexkcuen.

bonesHb Menuueyca—Mepubaxepa, Kak n LBSL, otau-
YyaeTcsl Hann4yMem CMMMNTOMOB MUPaMWUIHbIX PAcCTPOMCTB U
MP-npusHakaMmn nopaxeHus 6enoro BelecTsa rojioBHOrro
MoO3ra, oJHaKo B otin4me oT LBSL 3aboneBaHne maHude-
CTUPYET C POXKAEHUS, BblpaxaeTCcs 3aePrKKoW NCUXoMOTop-
HOro pa3BUTUS, POTATOPHbLIM HUCTArMoM, TPEMOPOM FON0BbI,
XOpeoaTeTO30M, MbILWEYHOM CNAaCTUYHOCTbIO, MO3XKEYKOBbI-
MU paccTponcTBamMu, NapKMHCOHU3MOM U XxapaKTepusyeTcs
MeAJIEHHO NPOrpeccUpyoWUM TeHeHUEM.

Cnefyet Takxe npoBoauTb AuddepeHumanbHylo auar-
HOCTUKY LBSL ¢ X-cuenneHHOM ajpeHonenkogucTpobuen,
Ha4vanbHbIMW CUMNTOMaMW KOTOPOW TaKKe ABMSIOTCA MO3-
YXEYKOBble, NMUPaMUHble U UHTENNEKTyallbHble PacCTPOM-
CTBa, HapylleHne BWOPaALMOHHOW 4YYBCTBUTENIbHOCTU, 4YTO
CBfI3aHO C MOpaKeHNem CnuHoTanaMmuyecKoro nytu. B otnm-
yne ot LBSL, ana X-cuenneHHoOW agpeHonenkoamctpodum
XapaKTepHa Hajno4Ye4yHUMKOBas HeJOCTaTOYHOCTb.

bonesHun Kpabe, no gaHHbiM MPT ronoBHOro mo3ra, npu-
cylle MNoBbIWEHUE UHTEHCUBHOCTU CUrHana B T,-B3BELIEH-
HbIX M300paxeHusax B 061acTu noaywapui MOo3XKedka WU
NepuMBEHTPUKYNSPHO C BOBJIEYEHMEM B NATONOMMYECKUM
npouecc U-o6pa3Hbix BOMOKOH M Fpy6on MOAKOPKOBO-KOP-
KoBoM aTpoduen BelecTBa rolOBHOro Moara.

[e6ioT LBSL MOXKeT oTMeyaTbCs nocne nepeHeceHHoOM
MHOEKLMU U UMETb BOSITHOOGPA3HOE TEYEHME, B CBA3U C HEM
anbdepeHLmanbHyo AnarHOCTUKY CneayeT NPOBOAUTL TaKKe
C OCTPbIM AUCCEMUHUPOBAHHbLIM 3HUEehanoMUenMToM, o4aru
AeMHWeNMHM3aumMm nNpu KOTopoMm, no gaHHbiMm MPT, pacno-
naratoTcs aCUMMETPUYHO, C MPEUMYLLECTBEHHLIM MOpaxe-
HWEM MOAKOPKOBbLIX 06/1acTEN U OTHOCUTENIbHO COXPaHHbIM
NEPUBEHTPUKYISAPHbIM Oe/biM BELLECTBOM, MMEIOT HEYETKO
OTrpaHMYEHHbIE Kpas o4ara nopaxeHus W HaKkanavealoT
KOHTpacT. lpu NceBAOTYMOPO3HOM TEYEHUU PacCesHHOro
CK/1epo3a BM3yann3npytoTcs KOHTPACTHO-MO3UTUMBHbIE 04aru

OeMWENNHU3ALNK, UMEKOLME BbIParKEHHbIN nepudoKasb-
HbIV OTeK [20, 21].

CoyeTaHWe aTakcuu W nopaxkeHus 6enoro BellecTBa
roO/I0BHOMO MO3ra, 3afHWX KaHaTMKOoB, 06nacT GOKOBbIX
KOPTUKOCMMHAbHbIX NyTeX MOXET BO3HUKaTb Npu B, ,-nedu-
LWMTHOM COCTOSIHWM, OAHAKO MPU HEM OCHOBHbIE U3MEHEHUS
npoucxoaqat B cnMHHOM Mo3re [10].

MoBblWeHWe cogepaHus naktata npu MP-cneKkTpocKo-
NMUU B KPOBM M JIMKBOPE B COYETAHUN C aTaKCHUeN U U3MeHe-
HUAMKW Ha MPT xapaKTepHO TaKe Ans Apyrmx MUTOXOHAPK-
anbHblX 3a60n1eBaHNI, HO BOB/IeYEHME KaHAaTUKOB CMIMHHOIO
Mo3ra crneumduyHo Tonbko ana LBSL.

JleyeHune

JTMOTpONHOro nevyenns LBSL K HacTosiLleMy MOMEHTY
BpeEMeHM He paspaboTaHo. O6bIYHO Ha3HayalT PasHO06-
pasHble MeToAbl HecneumdUu4eckoro nevyeHusa: meTabosnu-
YECKYyl0 MU HOOTPOIHYIO Tepanuio, 3aHaTUsa ned4ebHon dusu-
YECKOM KynbTypor u dusnotepanuio (Ans npeaoTeBpalleHuns
pPas3BUTUSA KOHTPAKTYP), MPOTUBOCYAOPOXKHYIO Tepanuio npwm
pa3BUTUK Cyaopor. Y AeTew, ONUCaHHbIX Bblle, Mbl UCMONb-
30Banu AINTENbHbIE KYpCbl METAB0NIMYECKON U HOOTPOMHOM
Tepanuu, Kypcbl peabuintauMoHHbIX MEPONPUATUIA, METOAbI
6u1onornyeckomn obpaTtHon ces3un. Ha doHe neveHnsa 3aperu-
CTpMpoBaHa NoJIoXKUTeNbHas AMHaMUKa B BUAe ctabununsa-
LMK COCTOSAHWS NaLMEHTOB.

3AKJ/IIOMEHUE

MpeactaBneHo 2 KIMHUYECKMUX Cydas NenKkoaHueda-
fonatMm € MPeUMyLEeCTBEHHbIM MOpa*KeHneMm CcTBOMa
MO3ra, CMWHHOMO MO3ra M MOBbIWEHHbIM JlaKTaTtoM Mpw
MP-cnektpockonuu (LBSL). B nepBoM cnyyae KIMHUYeCKas
KapTWMHa He 6blna TUMMYHOW, OIHAKO GOJMIbHbIE CO CXOXEeW
CMMNTOMATUKON onucaHbl B nutepatype. l[ocnutanusaums
Ha HavanbHOM 3Tane 3aboneBaHuns NO3BONIA PaHO NocTa-
BMTb AMarHo3 W HavaTb feyeHue. BTopow cnyyvan npea-
CTaBNSET Pa3BEPHYTYIO KIIMHUYECKYIO KapTUHY 3ab0/ieBaHus
C rpybon KIMHUYECKOM CMMMTOMATUKOW, YTO COOTBETCTBYET
3HAYUTENIbHLIM M3MEHEHUSAM, YCTAHOBMEHHLIM MO AAHHbIM
MPT ronoBHoro mosra. B 060MX KIMHUMYECKMX MpUMepax
Y4YTE€Hbl BCE OCHOBHbIE W PAA AOMOMHUTENbHbIX KPUTEPUEB
[IMarHoCTMKM 3aboneBaHuns No gaHHbiM MPT. YcTaHOBnEH-
Hble MPU MOJSIEKYSIIPHO-TEHETUYECKOM UCCNelOBaHWn mMyTa-
LMK onucaHbl y 60nbHbIX ¢ LBSL, 1 oHn sBastoTca Hanbonee
pacnpocTpaHeHHbIMU B POCCUMCKOM U €BPONENCKON Nonys-
umMn. Mytaumm, o6Hapy*KeHHble y 06erx 4eBOYEK, HaxoaaTcs
B KOMMayH/A-reTepo3uroTHOM COCTOSAHUK o reHy DARS2.

HecmoTps Ha 10, 4To LBSL onncaHa 6onee 10 net Ha3aga,
TOJIbKO B HacTosiee BpeMs NOSIBUIUCb METOAbI MOJIEKYIAP-
HO-TEHETUYECKON AMarHOCTUKW, KOTOpble B COBOKYMHOCTM
C HenpoBu3yanusaumnen (MPT) Nno3BoNsAOT 06bEKTUBHO YCTa-
HOBWTb AaHHbIM AnarHo3. [JoCTUKEHUS B 061acTu Henpore-
HETUKKU NMO3BOSIUAM JOOUTLCS NyYLlero NoOHMMaHusa aTuona-
ToreHe3sa MUTOXOHApPUWalbHbIX 60NEe3HEN, OAHAKO U CEeroHs
OCTaeTCsi MHOIO HepelleHHbIX BOMPOCOB. B 4acTHOCTH, Bax-
HbIM HanpaBfieHWEeM Aa/ibHEWLINX MCCIefoBaHUIN aBASETCH
M3y4YeHne reHeTUYECKUX COCTaBAIOLWIMX Pas3nYHbIX TUNOB
MUTOXOHZPWaNbHOM NaToNornu, BolaBneHne nx GeHoreHoTu-
NMUYECKUX KOppensuun, onpegeneHne MexaHuaMoB pa3Bu-
TUS M NPOrpeccMpoBaHuns, paspaboTka anropuTMoB andde-
peHuManbHOM AMarHOCTUKM U MEeTOAO0B MaToreHeTUYecKoro
neyeHns 3aboneBaHus.
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B cratbe onucaHbl MHAMBUAYalIbHble OCOBGEHHOCTH TeYEHUS PEAKOro 3ab0sieBaHUs — [eMUITIEMNMYECKON MUTPEHU —
Yy 3 naumeHToB (AByX A€BOYEK B Bo3pacte 2 n 14 net u manbinka 16 ner). O6Lues B KIMHUYECKON KapTUHE y BCeX NaLmeH-
TOB 6bl/1a CBA3b MEXAY Pa3BUTUEM aTaKu MUIPEHU U JIEFTKOM TPaBMOH ro/ioBbl. CUMITOMbI aTaKu TakKe OblLIN MPaKTUYECKU
O0AMHaKOBbLIMU: remurnapes, agpasus, atakcusi. CeMenHbI aHaMHE3 B OTHOLLIEHUN MUTPEHU BblJ OTSAIOLEH Yy 06enX JEBOYEK.
Y ManeHbKOM NauneHTKU 1 y MajibiyuKa BbisiBieHa MyTauusi reHa CACNALA, y neBoYKku-nogpoctka — reHa ATP1A2. Ha anek-
TPO3HLedaiorpaMmme Bo BpeMS aTaku y NnaLMeHToB 06HapyXUBaINCh MPU3HaKU FEMUKOPTUKA/IbHOro HapyLieHns QyHKUun
Mo3ra, rnpu rnpoBeAeHnn MarHUTHO-pe3oHaHCHON Tomorpadumn (MPT) — BbipaeHHbIN, HO 06paTUMbIN OTEK reMUCOEpBI.
[Mpu noBTOpPHLIX MPT-uccnesoBaHUsaX AMarHOCTMPOBaHbl HexapakTepHble A/ 3Toro 3abosieBaHUs reMUKOPTUKaslbHas
atpogus (AeBoyKa 2 neT) n atpopusa Mo3xedKa (Maabumk). o npuymHe pegKocTy 3abosieBaHMs 40 HACTOSILLEro BpeEMEHHU
OTCYTCTBYIOT YETKME PEKOMEHAAaLMM 10 ero Ie4eHunto u npoguiaxktmke. C ydeTom natoreHesa 4718 NpopuIaKTUKu naLunueHTam
HasHayain MeanKaMeHTbl, U3MEHSIIOLLME aKTUBHOCTb LIMTOMNIa3MaTUYECKMX KaHa/l0B HaTpus U KaslbLUS.

KnroyeBble cnoBa: getn, remunnernyeckas mmrpedb, MPT, CACNA1A, ATP1A2.

(Ansa unTupoBaHms: Mouceesa C., betunep K., Xepbepxonbar T., Kntorep I, Wtayar M. OCO6EHHOCTU TeYEHUS reMunie-
rMYECKOM MUrpeHun y ageten. Bonpocsl coBpemeHHon negmatpumn. 2015; 14 (6): 732-734. doi: 10.15690/vsp.v14i6.1484)

BBEAEHMUE

[emunnernyeckas MurpeHs (M) — peakoe ayTocoMHO-A0-
MUWHaHTHOE 3a6oneBaHne, OTHOCSALLEECS K MOATUNY MUTPEHNU
c aypou. HacToTa BcTpevaemocTtu coctasnset 0,01% [1].

Hapsgy ¢ cuMnTOMaTUMKOM aypbl U FOfI0OBHOW 60/biO
aTaka MUIpeHun COoMpoBOXKAaeTcs 06paTMMbIM remunape-
30M Pa3/IMYHON CTENEHM BbIPaXeHHOCTU. [Ing NOCTaHOBKM
AVarHo3a WMCNonb3yloT KPUTEPUK, MNPEASIOKEHHble Mex-
[yHapoAHbIM 06LECTBOM MO M3YYEHUIO TFOS0BHOW 60K
(International Headache Society, IHS).

BoigensatoTr 2 tuna M. Mpu cemenHon 'M cumntoma-
TUYHBIMW MOTYT 6bITb YNeHbl ceMbW 1-U UAKU 2-K CTEMEHM
poactBa. lpu cnopaguyeckon M cemenHblin aHaMHe3
ABNSETCH OTpULaTeNbHbIM [2].

MN3BECTHO O reHeTUYeCcCKorn HEeOQHOPOAHOCTU CEMENHOWM
'M. MpumepHo B 50% Bcex cydyaeB BCTpevaeTcs MyTauus
B reHe CACNA1A xpomocombl 19p13, y 10-20% cemen

BbISiB/ieHa MyTauusa B reHe ATP1A2 xpomocoMbl 1g21-23,
B OCTa/IbHbIX CNy4yasx onucaHa Mytauus B rene SCN1A xpo-
MocoMbl 2024 [3]. BbiwenepeyncneHHble reHbl OTBETCTBEH-
Hbl 3@ KOAMpOBaHWe GENKOB, KOTOPble, B CBOIO O4epelb,
perynvpyloT TpaHCNOKaLMI MOHOB (HaTpus, Kanus, Kaib-
LIMS) Yepes KNIeToYHble MeMOpaHbl, MO3TOMY, C TOYKU 3PEHUSA
natoduaunonorun, 'M oTHoCUTCS K rpynne KaHanonatum [4].

Mo npuymHe peaKocTv 3aboneBaHKs B HacTosLWee Bpe-
MS OTCYTCTBYIOT KaK KIMHUYECKWUE UCCNeJOBaHNUS, TaK U YeT-
KWe pekomeHzalmu no cneunduyecKoMy IEYEHUIO U MPo-
dunaktnke M. C yyeToM naToreHesda 60/1€3HM Ha3Ha4aloT
npenapaTbl pa3inyHbIX GapmMaKoIorniyeckmx rpynn, OCHOB-
HbIM MEXaHW3MOM LENCTBUSA KOTOPbIX ABNSETCA UBMEHEHUNE
NPOHULL@EMOCTN MeEMOBPaHbI KIETKU 4151 MOHOB [4].

Llenbto HacTosiwewn ctaTby 6bla1 0630P KIMHUYECKMX NPO-
ABJIEHUN, PE3YNbTaTOB [AMAarHOCTUYECKUX METOLOB MUCCe-
[LOBaHMA 1 neveHus y 3 nauneHToB ¢ M.

S.L. Moiseeva, C. Betzler, T. Herberholdt, G. Kluger, M. Staudt

Schoen-Klinik Vogtareuth, Neuropadiatrie, Deutschland (Germany)

Peculiarities of Hemiplegic Migraine in Children

The article describes the individual peculiarities of a rare disease — hemiplegic migraine — in 3 patients (two girls aged 2 and 14 years
old and a boy of 16 years). In common clinical aspect there was a correlation between the migraine-attack and the slight head trauma in
all patients. Attack symptoms were almost identical: hemiparesis, aphasia, ataxia. The family history for migraine was burdened in
both girls. A genetic testing in the boy and in the smallest girl demonstrated CACNALA gene mutation, in the teen girl — ATP1A2 gene
mutation. The electroencephalograms in all patients during the acute phase presented signs of hemipcortical brain dysfunction. The
magnetic resonance imaging revealed prominent but reversible hemicortical oedema. The repeated MRI studies diagnosed nonrelevant
for this disease hemicortical atrophy (girl 2 years) and atrophy of the cerebellum (the boy). Due to the rarity of the disease so far
there are no clear guidelines for its treatment and prevention. In view of the pathogenesis for the prevention patients were prescribed
medications changing the activity of cytoplasmic calcium and sodium canals.
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KNIUHUYECKMUE NPUMEPDI

C 2009 no 2015 r. B [leTCKOM HEBPONOTMYECKOW KITMHK-
Ke v 3nunentonornyeckom LeHTtpe Schoen-Klinik Vogtareuth
(BaBapws, lfepmaHuna) HaxoaWIUCb Ha peabunuTauuv nocne
aTak MuUrpeHu 3 pgeTen: WecTHaAuaTWIETHUM MalbyuK
1 2 1eBOYKM B Bo3pacTe 2 1 14 net.

ManeHbKaa nauMeHTKa MOoCTynuaa B KIWMHWKY nocne
NnepBOM aTaku MWIPEeHM, NauMeHTbl-MOAPOCTKM YKEe UMEeNu
HECKOJIbKO NMPUCTYNOB B aHaMHe3e. 3aboneBaHne MaHube-
CTMPOBANO y MaNnbyuMKa B Bo3pacTe 7 NeT, Y AeBOYKU-NOA-
pocTka — B 3 roga.

Y Bcex nauMeHTOB B aHaMHe3e nmenacb YeTkas CBS3b
MEXAy HavyanoM aTaku W NpeawecTBylolWEen en (MPUMEPHO
3a 15-30 MWH) nerkom TpaBMOW ronoBbl. ManbyunK yKa-
3blBa/l TaKKe CTPECC KakK BO3MOMHYIO MPUYMHY Pa3BUTUSA
aTaKu.

CeMeWHbI aHaMHe3 B OTHOWEHUU MUTPEHM Bbl OTATO-
LWEeH Yy AeBOYEK. Y MaNleHbKOM NMauUMEeHTKM U ee 300pOBOro
oTUa NPU MONEKYNSAPHO-rEHETMYECKOM UCCefoBaHuu (ans
cerperauMoHHoOro aHanusa 6blla Npou3BefeHa aMniu-
duKauma v nocnegylolee CEKBEHUPOBAHME peleBaHTHO-
ro y4yactka reHa CACNA1A) 6bina o6HapyeHa myTauus
B reHe CACNAZ1A. MaToreHHoCcTb 3TOW MyTauun aBnsieTcs
CMOPHOM, HO C y4€TOM HU3KOM NEHETPAHTHOCTU reHa [5] —
BO3MOXHOW.

Y 1eBOYKM-NOAPOCTKA U ee 60/IbHOro OTLa 6blla UAEHTHU-
duumpoBaHa MyTaums B reHe ATP1A2.

Y Manb4yuKa-nogpocTka MOATBEPMKAEHO Hanuuyne MyTa-
umn B reHe CACNA1A. Ero poautenu He 6binv o6¢cneoBaHbl.

CUMNTOMBI aTaK y BCEX NauMEHTOB ObliM MPaKTUYECKU
OAMHaKOBbIMU: remunapes, apasus, atakcus. CtTapwine getu
YanoBanncb Ha rofloBHyto 60/b C NPeaWecTBYIOLLEN aypon,
y EBOYEK OTMEYANOCh TaKXe HapylleHne co3HaHus. [lonon-
HUTENbHO K 3TOMY Y MaJIEHbKOW NaLUMEHTKM 3aPUKCMPOBaHbI
CYyAOpOrn M HapylleHue [NoTaHus, Y CTapllen OEBOYKN —
NPUCTYNbl CTPaxa W rmnepBeHTUAALMS.

Y Bcex nauMeHTOB Npu aneKTposaHuedanorpadmyeckom
(33r) uccneposaHuu B ocTpyto dasy NpUCyTCTBOBaNU Npu-
3HAKWM FEMWKOPTUKANbHOIO HapylweHus QyHKuMM Moa3ra.
B panbHenwem, npuMmepHo yepeld 3 Mec OT Hayana 3abo-
NeBaHus, Y ManeHbKOW AeBOYKM Obla AMarHoCTMpOBaHa
CTPYKTypHaa anunencusa ¢ 33M-reMMKOpTUMKabHbIM CTaTy-
com (puc. 1).

B octpyio dady 6one3Hu pesynbraTbl MarHUTHO-pe30-
HaHcHoM ToMmorpadum (MPT) geMoHCTpUMpoBanu o6paTUMbIn
rEMUKOPTUKANbHbIA OTEK, KOTOPbIA Obll OXapaKTepu3oBaH
KaK accouMMpoBaHHasi ¢ MUrpeHbto aHuedanonatus. MNpu
nocneayrLmx KOHTponbHbIX MPT-uccnegoBaHusx y AByxnet-
Hen nauMeHTKM Bblna AMarHocTMpoBaHa reMMKOpPTUKanbHas
aTpodus nocne nepBov ataku (puc. 2), y manbynka — aTpo-
dua Mo3xeyKa Ha 9-M rogy 3abonesaHus (puc. 3). Y 14-net-
Hen neBoYKM pe3ynbtaTt MPT 63 0co6eHHOCTEN.

JledyeHne aTaku BKIOYANO0 KOMOWMHMPOBAHHbLIE MPOTH-
BO3NUAENTUYECKME MpenapaTbl (MafieHbKas nauueHTKa),
feKkcameTasoH, [nakap6, HUMOAMMUH (ManbyuK), aHanbre-
3upytowme npenapatbl U3 rPynnbl HECTEPOUIHBLIX NMPOTUBO-
BOCMaNUTE/NbHbIX CPEACTB, MyNbC-Tepanuio MeTunnpeaHn3o-
JIOHOM, CymaTpunTaH (AeBOYKa-NOAPOCTOK).

O6wasa Tepanusa: NpodunakTMKa MWUIPEeHU Ha MOMEHT
BbIMUCKX M3 CTalMoOHapa BK/OYana OKCKapbasenuH W
HaTpusa BanbnpoaTt (AByXNeTHAA [AeBOoYKa), GyHapu3uH
(ManbyuK), Tonupamar (CTapLias 4eBOYKa).

B HacToAWMM MOMEHT Monoable N0 — OHOLA U AeBYLU-
Ka — HabntogalTcs y B3pocaoro Hesposora. O TeyeHuu
3a60neBaHns y lOHOWK MHbOPMaLMIO NONYYUTb HE YAanocCh.
Y AeByLWKM Mocne BbIMUCKKU M3 CTaLMOHapa aTaku MUIrpeHu
He MNoBTOPSIUCL, ToMMpamaTr Obin OTMEeHeH. ManeHbKas

Puc. 1. 33l -cTaTyc npaBoi remucdepbl, NaLMeHTKa B Bo3pacTe 2 neT
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lMpumeyvarme. I3M-cTatyc npaBon remmcdepbl ¢ ANdody3HbIM
NOCTOSIHHLIM 3aMeANEHNEM OCHOBHOIO pUTMa M OTCYTCTBMEM
rpacd03nemMeHTOB CHa.

naluueHTKa 6bifa BbiMMcaHa B WIOfe 3TOro roga, niaHosas
KOHTPO/bHasA rocnutanu3auns CoCTOMTCH B AHBape chneay-
foLLero roaa.

OBCYXAEHUE

M — pegKas Taxenas ¢opmMa MUTPEHU, MPU KOTOPOMH
NPUCTYN rONIOBHOM 60711 COMPOBOXKAAETCA LLEeHTPaNbHbIMU
napesamu, HapyLleHUSIMU YYBCTBUTENbHOCTU U peYu, nepe-
nagaMmun HacTpOeHUs U ae3opueHTaumen [6]. 3aboneBaHne
06bIYHO Ha4yMHaeTCcs B [OETCKOM Bo3pacTte [7]. Y Hawwux
nawuMeHTOB NepBble aTaKu MUTPeHU Bbln 3aperncTpmpoBa-
Hbl B BO3pacTe 2 (ManeHbKas naumMeHTKa), 3 (4eBoyKa-noa-
POCTOK) U 7 neT (Manb4yuK). Y BCeX B aHaMHe3e oTmevanacb
YeTKasa CBA3b MeXAy Havyasom aTaku U NpejlecTByoLen
en Nlerkon TpaBMOKW ronoBbl. TpaBMa KakK BO3MOXKHas
npuynHa 3aboneBaHus
onuMcaHa y nNauWeHToB ¢
CCNA1A-myTaumen  [8].
CTpecc OTHOCKTCH TaKKe
K rpynne n3BeCTHbIX 3K30-
reHHbIX PaKTopoB, MPOBO-
LMpyIOWMX pa3BuTMe aTa-
Ku [9]. MNauneHT-noapoCTOK
yKasblBan Ha CTpecc Kak
Ha Tpurrep o060CTPEHMS
3aboneBaHus.

Mpn 4aHHOM COCTOSIHUM
onucaHbl MyTauuu B reHax
CACNA1A, ATP1A2, SCNA1A
[3]. Y maneHbKoW naumeHT-
KW, @ TaKXe Yy MajbyuKa-
noapocTKa 6blna naeHTudu-
LMpoBaHa myTauus B reHe
CACNA1A. Y peBOYKM-NOA-
pOCTKa AMarHocTMpoBaHa
MyTauus B reHe ATP1A2.

Y Bcex nauuMeHToB Ha
33l B ocTpyto pasy 6ones-
HU BbIIBASANIUCE NPU3HAKK
rEMWKOPTUKANBbHOIO Hapy-
WweHnsa pyHKuMn moasra. lNo-
[06Hble U3MeHeHUs Ha I3l
MOTYT BCTpeYaTbCsi BO Bpe-
MS M MOCne OCTPOW aTaKku
MUTPEHN U XapaKTepMU3ytoT-
ca 0- 1 3-BONIHAMM Ha KOH-
TpanaTepanbHOM K remuna-
PETUYECKON CTOPOHE MOSy-
wapwuu [4].

Puc. 2. [emrKopTUKanbHas
aTpodus, NnaumeHTKa
B BO3pacTe 2 net

MpumevaHune. BbipaxeHHas
KOpTUKanbHasa atpodus npasow
remucdepsbl, 06HapyKeHHas
yepes 4 Mec rnocne nepsomn
aTaku MUTPeHMN.

Puc. 3. ATpodusa mo3zxeuka,
Manb4YMK-NOAPOCTOK

lMpumeyvaHmne. ATpodus
MO3XeuKa, [MarHocTMpoBaHHas
Ha 9-M rogy 3ab6oneBaHus.
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KnuHun4yecKoe Ha6GnogeHue

B nutepatype onucaHbl NUlWb €AMHUYHbIE Clydan pas-
BUTUS LlepebpanbHOro oTeka npu atake MurpeHu. O6bI4YHO
yKa3blBalOT Ha CAy4yau aTakuM C pa3BUTMEM remunapesa,
KOMbl, HO 6€3 MNOATBEPXKAEHWUS LepebpanbHOM NaTonormm
no agaHHbim MPT [10]. B ocTpyto dasdy 3aboneBaHus pesysib-
Tatbl MPT y BCex nauMeHToB CBMAETENbCTBOBA/IM O HaTMYMK
06paTMMOro reMMKOpPTUKaNbHOrO OTeKa — NpU3HaKa acco-
LMMPOBAHHOW C MUIPEHbIO HLUedanonatnun. TeyeHme 3abo-
fleBaHMs y HalUMX MaLMEHTOK COMPOBOXAANOCh Pa3BUTUEM
KOMaTO3HOro COCTOSIHUS.

Heo6patumblie, no gaHHbIM MPT unn KoMnblOTEPHOM
TomMOorpadun, USBMEHEHUS TKaHW Mo3ra y nauumeHTos ¢ M
OYeHb peaKkn. ATpodUIO MO3XKeYKa OonucbliBanu y naumu-
eHTOB ¢ myTauunen B reHe CACNALA n nporpeccupylowen
atakcuen [11]. Mpu KoHTponbHbiX MPT-nccnegoBaHusx
y 2 nauMeHTOB, ONMUCaHHbIX Bbllle, 6bln BbiABAEHbl reMu-
KOpTUKanbHas atpodus nocne nepBon aTtaku (OBYX1eTHAA
nauueHTka) u atpodua Mo3xKedyka Ha 9-Mm rogy 3aboneBa-
HUS (MaNbyuK).

M oTHOCKTCS K rpynmne KaHanonaTtui, B CBSSW C YEM
nauneHTaM Ha3HavaloT MeANKAMEHTbI, U3MEHSIOLLME NPOHK-
LaemMocTb MemMbpaH KneTok ans MoHoB [4]. C uenbto npodu-
NTAaKTUKKW 060CTPEHUIM peKOMeEHaYoTCa GpyHapu3unH (61oKaga
HaTpPUEBLIX U KalbLMEBLIX KaHanoB), Bepanamun (61o0Kaga
KanbUMEBbIX KaHanoB), BajbfpoeBas KucnoTa (610Kada
HaTpPUEBLIX W KalbLUMWEBbIX KaHanoB), NaMOTPUOXKWH (6n0-
Kaja HaTpueBbIX M KanbLUWEBbIX KaHanoB), aueTazonamuj
(6nokaga nupyBataernaporeHasbl), TonMpamar (M3MeHeHue
aKTMBHOCTW KaHa/loB HaTPMUa U Kanibuus), B-610KaTopbl Npo-

UCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.
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BbicoKasi pacnpocTpaHeEHHOCTb OCTPOro CPEeAHEro OTuTa Cpeau AeTel MOATBEPKAAET aKTyabHOCTb M3bICKaHWUI HOBbIX METO-
[10B /ieqyeHunsi 3abosieBaHusA. BBuay cyljectByrolen npobieMbl aHTMOMOTUKOPE3UCTEHTHOCTU OCOBEHHO Ba>KHbIM CTaHOBUTCS
BOrpoc 06 MCrosIb30BaHUU TOMUYECKUX aHTUbaKTepmasbHbIX npenapaTos, 06/1a4aloLlWmnX BbICOKOH GUMOLOCTYNHOCTbLIO M CI10-
COGHbIX PELLNTb MPOBGIEMY IEYEHNS OCTPOI0 CPEAHEr0 OTUTA Ha Pa3HbIX CTaAUSX TeYEHUS] 6OSIE3HM.

KnroueBbie cnoBa: €T, OCTPbIN CPEAHMI OTUT, TONUYECKUIN aHTHBaKTepuasibHbIN npenapar, pupamuLimH, 6Mo[40CTYMHOCTb.
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NJIEKCHOW Tepanuu OCTPOro cpefaHero otTuta y aetel. Bonpockl coBpemeHHon neamatpumn. 2015; 14 (6): 735-737. doi:
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SNMUAEMHUOJIOrUA

OcTtpbit cpeaHnn otnt (OCO) — pacnpocTpaHeHHoe
3aboneBaHue y geten. 1o HEKOTOPbLIM AaHHbIM, B Poccuun
6onee 65% pnetert B Bo3pacte A0 3 NeT NepeHoCcHAT ero
x0Ts 6bl 1 pas, okono 35% — 3 pasa v vaule [1, 2]. Cpean
Jeten B Bo3pacTe A0 5 NeT 3TM NoKazaTenu elle Bblle:
no nosogy OCO xota 6bl 1 pa3 ob6pauwaloTcs K Bpady
90% petew, > 3 pa3z — 6onee 50% [3]. Mo 3apyberKHbIM
OLEeHKaM (faHHble AMEpPUKaHCKOM akageMuu neguatpuu
N AMepUKaHCKOW aKageMun ceMenHow meauuumHbl), 0CO
nepeHocAT (BrnepBble yCTaHOBJIEHHbIE cnyvyan) 85% aeten
B BO3pacTe A0 3 neT, n okono 54% obpallanncb ¢ 3TUM
3aboneBaHnem 6onee 3 pas [4]. U3 Bcex 3aboneBaHui
yxa y MnageHLeB B Bo3pacTe 40 6 MeC Ha OCTPbIV THOMHbIN
cpeaHum otuT npuxoautcsa 50% cnyyaes [5]. [ABycTopoHHEE

A.A. Ayzenshtadt

nopaxkeHne npu OCO B BO3pacTe A0 1 roga sBnAseTcH
pacnpocTpaHeHHbIM BapuMaHTOM Te4yeHus 3a6oneBaHUs
n BcTpevaetca B 80% cnyyaes [6].

3THUOJIOTUA U DAKTOPbI PUCKA

OcHoBHbIMK BO30yauTenamu OCO y feTei no-npexxHemy
ocTatoTcqd 6GaKTepuanbHble areHTbl (Streptococcus
pneumoniae, Haemophilus influenzae, Streptococcus
pyogenes, Staphylococcus aureus), pexe — aHaspoObl
n BUpYyCbl. MAEHTUYHOCTb STUONIOTMYECKM 3HAYUMBIX MaTo-
reHoB npu 3ab6oneBaHUSX CPefHero yxa W HOCOIOTKM
B AETCKOM BO3pacTe OTpakaeT OCHOBHOM MyTb pacrpo-
cTpaHeHus MHobekumnn. CnocobCTBYIOT aTOMY MOPGHOOru-
YeCKMe OCOBEHHOCTU CTPOEHUSA CIyXOBOW TpyObl y [eTei
(OHa WKMPOKas 1 KOPOTKas), a TaKXe Hannine aaeHoUaHbIX

Children’s Municipal Clinical Hospital No. 1, Nizhny Novgorod, Russian Federation

The Relevance of Using Topical Antiinfectives in the Combination
Therapy of Acute Otitis Media in Children

The high prevalence of acute otitis media in children confirms the urgency of finding new treatment methods of the disease. In view of
the problem of antibiotic resistance, the question of using topical antimicrobial preparations with high bioavailability and able to solve
the problem of acute otitis media treatment at different stages of the disease is becoming particularly important.

Key words: children, acute otitis media, topical antibacterial preparation, rifamicin, bioavailability.
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BereTauui, KOTopble 4acTo pacnonaratoTcs Takum o6pa3om,
4YTO MepPeKPbIBAKOT YCTbE CMYXOBOW TPyObl, TEM CaMbIM CrMO-
COBCTBYS HapylEeHUI0 ee APEeHaKHOW W BEHTUNSLMOHHOM
dyHKumK [7]. OCO, npoBoumMpyeEMbIN AUCHYHKLIMEN CYXOBOM
TPyObl HaNM4YMeM TaK Ha3blBaemoro TybapHo-Ha3odapuHre-
anbHoro pedsioKca BCNEACTBME XPOHM3aALMKW BOCMaNeHUs
HOCOMNMOTOYHON MWHAANUHbI, ABASETCH OAHMM M3 npeapac-
nonaratwwmx GaKTopoB Pas3BUTUS TKENbIX CynepuHPeKLmm
N MO3rOBbIX OC/IOXKHEHWHN.

K/IMHUYECKASA KAPTUHA
Mpn ocTpoM BOCManeHUU BEPXHUX AbIXaTeNbHbIX MyTEn

M yxa 06LUMi MeXaHU3M pPasBUTUS C yYacTUEM MHTEPNENKU-

HOB M MHTEPdEPOHOB, KOHTPONMUPYIOWMX MMMYHHbIA OTBET,

No3BOJIET ONPEAENUTb eAnHble KpUTEPUM MOAX0Aa K onpe-

neneHuto ctaamn pa3sutns OCO No cOOTBETCTBYIOLWMM Ana-

FHOCTUYECKUM, aHaMHECTUYECKUM [JaHHbIM, }anobaMm 60/1b-

Horo [8]. OTocKonus MO-MpeXHEMY OCTAeTCsi OCHOBHbIM

[AMarHoCTUYECKMM METOAOM MCCNefoBaHMs, NMO3BONSOLLMM

NoCTaBWUTb MpPaBWIbHbIA AMarHos. Micnonb3oBaHWe MUKPO-

CKOMa M 3HLOCKOMMYECKMX CUCTEM OCOBEHHO aKTyanbHO

B paHHeEM AEeTCKOM BO3pacTe, T.K. NO3BOASET MPOBECTH

[eTanbHbl OCMOTP CPEAHEro yxa U B KOHEYHOM WUTOre OnTu-

MW3KPYET NpoLecc iedeHus 6onbHoro [7].

Mcxoas M3 COBpPEMEHHOM KnaccudpuKauuu, BbIAENSOT

3 ctaguu pazsutua OCO B geTCKOM Bo3pacTe.

e 1-9 cTagMa — KaTapasibHOe BocnaneHue. Ha atom atane
pebeHOK nposBasieT 6eCcnoKONCTBO, a B 60/iee CTaplueM
BO3pacTe — KanyeTtca Ha 60/b B yxe (pe3Kyto, cTpens-
oLLyto). porpeccupyeT CHUMKEHUE ciyxa, OTMevaloTcs
NpPU3HaKK Ty6apHON AMCOYHKLMKU (HapylwleHne dyHKLNK
C/lyXOBOW TPyObl); UBMEHSETCA obliee cocTosiHne 60/ib-
HOro: Temnepartypa Tena nogHumaeTcs Ao GebpuiibHbIX
UMdp, pebeHOK YacTo CTaHOBUTCH BSANbIM UK, HAOBOPOT,
BO30YKAeHHbIM. OTOCKOMUYeCcKas KapTUHa XapaKTepHa:
BblpaXeHHas MHbELMPOBAHHOCTb COCYAOB WK runepe-
MWS, PE3KUN OTEK MM BTSHYTOCTb GapabaHHOW nepe-
NOHKKW, Hannyme 6ynn. OgHaAKO CTeMeHb BblParKEHHOCTH
06GBbEKTUBHbLIX MPU3HAKOB OTUTA BO MHOIMOM 3aBMCHUT
OT BapvaHTa KaTapanbHOro BocnaseHus u onpegensercs
MHPEKLIMOHHBIM areHTOM, Bbl3blBaloLWMM NpoLLece.

e 2-q cTaguMsl — rHoMHoe BocnaneHue. Mpu OTCYTCTBUM
nepdopaumnmn coxpaHaeTcs 60nb B yxe. CHUKeHue cnyxa
cTabunbHoe, 3Ha4Ynmoe ana pebeHKka. Hacto, 0CO6EHHO
B paHHEeM AETCKOM Bo3pacTe npu 6bICTPOM pacnpocTpa-
HEHMM NpoLecca Ha aHTpasbHble KNETKM U COCLLEBUAHBIN
OTPOCTOK Npu elwe He chHopMMpoBaBLIEMCS aHTpUTE,
MacTonaute, HabnogaeTcss 60/1€3HEHHOCTb B 3ayLUHOM
obnactn. OTocCKoMuW4yecKass KapTuHa BblParKEHHOTO
HeneppopaTUBHOIrO FHOMHOIO BOCMANIEHUs UMEET psj
ocobeHHocTen. Bo-nepBbix, pe3Kasa runepemus 6apa-
6aHHOM MepenoHKN MOXKET npuobpetaTtb 3aCTOMHbIN
XapaKktep Wau, HaobopoT, Ucye3aTb; MMETb XapaKTep
KpaeBblX MU3MeHeHUN. bapabaHHas nepenoHKa Ha 3TOM
doHe yTonuaeTcs, CTaHOBUTCA MYTHOM, C XapaKTepPHbIM
eNnToBaTblM OTTEHKOM. BO-BTOpbIX, HA GOHE OTCYTCTBUSA
pedneKCcoB HUBENUPYETCS aCUMMETPUS MOBEPXHOCTU
WK, HaobopOT, MpPU YCWUIEHUN TybapHOW AUCOHYHKLINK
BTAHYTOCTb ele 6onee yBenuyuBaetcs. [pu nepdopa-
LMK 60/b PE3KO YMEHbLUAETCs, TeMnepaTtypa Tena CHU-

aeTtcs 40 GebpubHbIX LMdp, ynydllaeTcs Cayx, oaHaKo
npv NOSIBNEHWWN THOETEYEHUs MHOroe 3aBWCMT OT pac-
nonoxeHus nepdopaumn. Bo MHOrom NPOrHO3 U UCXOA
3ab0/1eBaHNUS, @ TaKKe ero Te4eHue CBA3aHbl C KpaeBon
WX UEHTpanbHOM NnoKanulauunen pedekra GapabaH-
HOM nepenoHKK. OTOCKOMMUYECKHU, OCOBEHHO MPU Hasu-
YUK LeHTpanbHoro gedekra, AOCTAaTOYHO YACTO MOXHO
HabnaaTb KnanaHHbIM MEXaHWU3M UCTEYEHWUS 3KccydaTa
C HaNM4YMEM XapaKTEPHOW Nynbcauuu.

e 3-q ctagna OCO xapaKTepusyeTcs yMEHbLUEHMEM CTe-
NMeHW BblpaXeHHOCTM 601€BOr0 CMHAPOMA, YNyYlEeHNEM
cnyxa, HopManusauuven TemnepaTtypbl Tena, npeKkpalle-
HWEM BblAeNeHNN U3 yxa. [pn OTOCKOMKUKU y TaKnx 60/b-
HblX NepdopaLmsa B CUIY BblParKEHHbIX pereHepaTUBHbIX
CNoco6HOCTEN, OCOOEHHO B paHHEeM AeTCKOM Bo3pac-
Te, UMeEeT TEHAEHUMIO K NOSHOMY 3aXMBNEHUIO, OAHa-
KO 3a CcYeT aHaTOMMYEeCKUX OCOBEHHOCTEW pPa3BUTUSA
CcpedHero yxa u cnyxoBou TpyObl MMEHHO Ha 3TOM CTaauu
MOBbILLIAETCH PUCK BO3HUKHOBEHMS MO3rOBbIX OC/IOXKHE-
HUI. Kpome Toro, BbICOKMM OCTaeTCsl PUCK XPOHM3aLINK
npowuecca — pas3BUTUS PEeLMANBUPYIOWETO 3KCCYAaTUB-
HOro OTWTa, BapuaHTOB aare3mMBHOro otuta. Mpu 3atom
nporpeccupyollas AUCOYHKLMS CIYyXOBOW TpPybbl Mpwu
HaNM4YMM THOMHOrO BOCMaNeHUs aAeHoOMAOB, B JaHHOM
ciydyae paccMmatpuBaemasi Kak COnyTcTBylowWas narto-
norusl, ABASeTCS OAHOM M3 OCHOBHbIX MPUYMH YacCTbIX
peunansos OCO [8].

JNIEYEHUE

Mpun BbIGOPE TAKTUKKU NEYEHUs CneayeT y4yuTblBaTb BO3-
pacT nauueHTa, cTaguio 3aboneBaHus, a TaKkKe 4yBCTBU-
TeNbHOCTb GNIOPbI K aHTUGaKTEpMasbHbIM NpenapaTam, pUcK
pa3BUTUS NOBOYHbBIX 9GPEKTOB, CBASAHHbIX C UX HA3HAYEHMU-
eM, 6MOOCTYNHOCTb NpPenapaToB, KOMMAIAEHTHOCTb B OTHO-
WEHWUM Ha3HAYEHHOr O fIeYeHUS.

CuctemHass aHTMbGaKTepuanbHas Tepanus KakK OCHOB-
HOM MEeTO[ NeYeHUs YCMewHO «CnpaBfseTcs» C 3agadven
KynupoBaHusa cumntomoB OCO, ogHaKo cTaBWT nepen Bpa-
4YOM [OCTATO4HO MHOrFO BOMPOCOB, CBSAI3aHHbLIX Npexae
BCEro C PE3UCTEHTHOCTbIO GaKTEepPUN, Pa3BUTUEM HOBbIX
BUOOB BHYTPUKNETOYHbIX MWUKPOOPraHM3MOB, B 4aCTHOCTH
S. aureus [9, 10]. NHaMBMAOyanbHasa HEMNEPEHOCUMOCTb, NPO-
6nemMbl AMCO6MO03a KMULILIEYHMKA, BO3PACTHblE OrpaHUYyeHus
npyv MCNoNb30BaHWKW, Hanpumep, GTOPXMHOMNOHOB 3acTaB-
nsAoT 60nee BHUMATENbHO OTHOCUTLCS K TOMMYECKUM aHTu-
GaKTepuanbHbIM NpenapaTaM U WKUPOKO NPUMEHATb MX MpU
neyenun OCO y geten.

B 4yncne tonuMyeckux aHTMOaAKTepUasnbHbIX NpenapaTos,
JIMLLEHHbIX CUCTEMHbIX OC/TOXHEHWI, ciefyeT paccMaTpmBaThb
pudaMULUMH — MONYCUHTETUHYECKUN aHTMOUOTUK M3 rpynnbl
aHCaMULMHOB, UCMOSIb3yeMbIM Npu nedyeHun geten ¢ OCO
B popMe YLHbIX Kanesb. PubamMnumH OTHOCUTCS K aHTUOAaK-
TepuanbHbIM NpenapaTam LMPOKOro CNeKTpa AeNCTBUS, YyB-
CTBUTENbHLIM B OTHOLUEHWW FPaMMONOXKUTENbHbIX U rpamo-
TpuuaTenbHbIX 6aKTepmnin. BaxkHOM 0COBGEHHOCTbIO AENCTBUSA
pudaMULMHa SBNSETCA ero Cnoco6HOCTb BO34ENCTBUSA
He TOMbKO Ha BHE-, HO U Ha BHYTPUKIETOYHbIE GaKTEpPUM.
OCHOBHOWM NPWMHUMN AEWCTBUS 3aKItovaeTcs B NoAaBneHuu
akTMBHOCTM PHK-nonnmepasbl, 4TO NpenaTcTBYET AalibHEN-
wemy cuHTedy PHK, 6narogaps 4yemy 610KMpyeTCs CUHTES3



6eflKka Ha ypoBHE TPAHCKPUMLUWU U MHIMOUPOBAHUS pocTa
6akTepun [11, 12]. M3 NONOKUTENbHBIX MOMEHTOB HEOBXO-
OMMO OTMETUTb HU3KYIO CUCTEMHYIO abcopbLmio, OTCYTCTBME
3HAaYNUMOro B3aMMOAEWNCTBUS C APYTMMMU JIEKApPCTBEHHbIMMU
CpeAcTBamMM U OTCYTCTBME OTOTOKCMYECKOro apdeKkta gaxe
npu ANUTENBHOM MPUMEHEHUMU, KOTOpOoe, cneayeT noayep-
KHYTb, HE PEKOMEHJOBAHO BBMAY BO3MOMXHOCTU pPa3BUTUA

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.

KOH®JIMKT UHTEPECOB

YCTOMYMBOCTU K aHTMOMOTUKY. B LEeNOM, MOXHO OTMETUTD,
41O puUPamMUUMH OTAMYaET AoKa3aHHas 3ODEKTUBHOCTb,
BbICOKasi KOMMJAEHTHOCTb K €ero npuemy, xopowas 6uo-
[OCTYMHOCTb, OTCYTCTBME OCMOXHEHUN. PudamnumH mMoxet
O6bITb PEKOMEeHAOBaH AN MPUMEHEHUS B MpPaKTUYECKOMN
paboTe Bpavya-OTOPUHONAPUHIONora U neguatpa npv aeve-
Hun OCO y peten.

ABTOp AaHHOM CTaTbM NOATBEPANI OTCYTCTBME KOHGDIMKTA MHTEPECOB, O KOTOPOM HEOOXOANMO COOBLLUTD.
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OtT10 leHpux Bap6ypr (1883-1970)

HemeuKnin OGUMOXMMWMK Ha NPOTAKEHUMN
NATUAECATU NIET CBOEN Hay4YHOW [esTeNbHO-
CTV BeN UCCNef0BaHWsa B TPEX HanpaBieHu-
AX: U3ydeHne GoToCUHTE3a, paKa n depmeH-
TOB KJ/IETOYHbIX OKWMCIIUTENbHbIX Peakuui.
MM paspaboTaHbl TakuMe aHaauTU4eckue
MEeTO/lbl, KaK MaHOMETPUSA (U3MEPEHUE U3-
MEHEHWI [aBNeHWs rasoB, Hanpumep npwu
KNETOYHOM AbIXxaHun U GepMeHTaTUBHBbIX
peakuuax); cnekTpodoToMeTpus (MCnonb30-
BaHWe MOHOXPOMaTUYeCKOro cBeTa Ans U3-
MEPEHUSI CKOPOCTU peaKkumii U Konuyectsa
MeTabo/IMTOB); METOAbl TKaHeBbIX CPe30B

Ana onpejeneHns noTpebneHus Kucnoposa
6e3 MEXaHNYECKOro pa3pyLLieHUs KNETOK.

Ewe 6yay4n monofbiM, y4eHblt caenan
OTKpPbITUE: HU OANH 6OIE3HETBOPHBIN BUPYC,
6aKTeEPUN NN TPUBKKU HE MOTYT XKWUTb B NPU-
CYTCTBMM KMcnopoaa. ITO 03Havano, 4To
BCE 3TN UHEKLMOHHbIE areHTbl MOSBASIOTCS
B TeX MecTax opraHu3ma, KOTopble Mi0X0o
CHabxatoTcs Kucnopogom. OH e cBsA3an
37O fiBNeHne ¢ pH KnaxkocTen B opraHu3me
YyesoBeKa.

N3yyas notpebneHne Kucnopopa KieT-
Kamu neyeHun (1913), Bapbypr ob6Hapyxun
CYGK/IETOYHbIE YaCTHLLbl, KOTOPbIE OH Ha3Bas
rpaHynamu. Kak okasanocb BNOCNEACTBUM,
370 OblIM MUTOXOHAPWUK. YYeHbIn npeano-
NOXWA, 4TO OKUCAUTENbHble hepMeHTbl Ans
peaKkuuit, B KOTOPbIX KOHEYHble MPOAYKTbI
pacuieneHns rKo3bl OKUCAAIOTCS A0 ABY-
OKWCK yrnepoga W BOAbl, 6blnn CBA3aHbl C
3TUMK rpaHynamu. lbiTasdcb BbIABUTb GUO-
XMMUYECKME U3MEHEHUS, NMpoucxoadlive B
npowecce npeBpalleHUs HOpPMabHbIX Kie-
TOK (C KOHTPOAMPYEMbBIM POCTOM) B PaKoBble
(C HEKOHTpONMpYeMbIM pocToM), Bapbypr 13-
Meps CKOPOCTb NOTPeGNeHns Kucnopoaa,
MCNoNb3ys TKaHeBble cpe3bl. OH 06HapyXui,
4TO, XOTSi HOPMasibHbIE U OMyXO/eBble KIeT-
KM NOTPeO6NAOT IKBUBaNEHTHbIE KONMYeCTBa
Kucnopoaa, nocneaHue B NpUCYTCTBUM KUC-
nopoja BblpabaTbliBaloT HEHOPMasibHO 60/1b-
LLIO€ KONMYECTBO MOJSIOYHOW KUCNOTbI (MTHOKO-

3a B MPUCYTCTBUM KUCNopofa pacnajaercs
[10 MOJIOYHOM KUCNOTbl B GONbLIMHCTBE TKa-
Hew). YYeHbln 3aKnioyunsl, 4To Onyxonesble
KNETKM Yallle UCNONb3yT aHa3po6HbI NyTb
MeTabonnama [oKo3bl, U YTO B AENCTBU-
TEebHOCTU HOPMasibHble KIETKM TpaHcdop-
MUPYIOTCA B 3/10Ka4YEeCTBEHHbIE U3-3a Hepo-
cTaTKa Kucnopoga.

Bap6ypr Ha6nogan, 4To HOpMasbHoe
a3po6HOe AblxaHWe WHIMeupyeTcs TaKumK
BellecTBaMM, Kak uuanua. OH nonaran, 4to
nofo6HbIe OKpy)Kalowue BellecTBa Oblau
BTOPUYHBIMU NPUYUHAMU paKa, U NO3ITOMY
HacTavBan Ha BblpaliMBaHWKU COGCTBEHHbIX
NPOAYKTOB NUTaHWa 6e3 UCnoNb30BaHUS UC-
KYCCTBEHHbIX YAOOPEeHWH WauM NecTMuuaoB.
A xneb6, Bo nsbexaHne AONONHUTENBHOrO OT-
6envMBaHus, UCNonb3yeMoro B OGLLECTBEH-
HblX NEeKapHSX, OH BbiNekan goma.

CoBpeMEHHble UCCnefoBaHUS amepu-
KaHCKMX Y4€eHbIX NoaTBepannun Teoputo Bap-
6ypra o NpoucxoxaeHus paka. 3y4ns muto-
XOHZpUWanbHble NUNUAbI B OMyXONaX pasHbIX
YacTen mMo3ra y Mbllel, OHU OBHapy*KUu,
4YTO OCHOBHble aHoMasiMM KapAuosiMnuHa
MMEIKTCS BO BCEX TUMax Onyxonen u Tec-
HO CBfi3aHbl C OocnabneHneM AesTeNbHOCTH
no BbIpabOTKE 3Heprun. Taknm o6pasom,
aHOManuu KapauvoaunuHa MOryT nexatb B
OCHOBE Heo6paTUMbIX AblXaTeNbHbIX Hapy-
LWEeHWH B KNeTKax ornyxoJiei, YTo JoKa3blBaeT
yyeHve Bap6bypra.
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UHdopmauusa Colo3a neguatpoB Poccum

XIX KOHIPECC NEAUATPOB POCCUMU
C MEXAYHAPOAHbLIM YHACTUEM
«AKTYAJIbHbIE NMPOBJIEMbI NEAUATPUN»

MockBa, 12-14 deBpanda 2016 roaa

OPrAHU3ATOPbI

MwuHMCTEPCTBO 3apaBooXpaHeHus Poccuitckon depepavinm
Poccuickas akagemMus Hayk

degepanbHas cnyxba no Hag3opy B chepe 3almTbl Npas
noTpebuTenen n 6naronoslyyns YenoBeka

Coto3 neagunatpos Poccum

EBponerickas negnatpuyeckasn accoumauma EPA/UNEPSA
Hay4HbIM LeHTp 300poBbs AeTen MuH3gpasa Poccuun
[enapTaMeHT 3gpaBooxpaHeHuns ropoga MocKBbl
MepBbln MOCKOBCKMI rOCYAapCTBEHHbIN MeaULMHCKUI
yHuBepcutet umernn N. M. CeveHoBa MuH3apaBa Poccum
PoccuCKMM HauWOHaNbHbIM UCCNeaoBaTeNbCKUM Meaun-
LMHCKUIM yHuBepcuteT nmeHn H.W. NMuporosa MuHsgpa-
Ba Poccuu

Poccuitckas akagemus neguaTpum

HWUW HeoTnoXHOW OETCKOW XWMPYpruu WU TpaBMaTosoruu
[enapTaMeHTa 3apaBooxpaHeHmns ropoga MocKBbI
Poccuiickaa accoumnauns AETCKMX XMPYpros
PernoHanbHbIM 06LECTBEHHbIN GOHA COAENCTBUSA OXpaHe
30pOBbA AeTeln «300P0BbIA PEBEHOK»

BbicTaBo4Has KomnaHmsa «MeTKOMLEHTP»

000 «LleHTp MexayHapOaHbIX TEXHOMOMUIA»

BPEMSA U MECTO NPOBEAEHUA KOHIFPECCA
HayyHas yactb KoHrpecca:

12-14 deBpansa 2016 roaa, 9:00-18:00
MockBa, KpacHonpecHeHcKas HabepexHas, 12
LleHTp MexayHapoaHoW Toprosau, 4-in nogbesn

LiepemoHus oTKpbiTUa KoHrpecca:
12 deBpana 2016 roga* B 18:00
MockBa, KpacHonpecHeHcKas
HabepexHas, 12

LleHTp MexayHapoaHOM TOProBau

HAY4YHASA MNPOrPAMMA KOHIPECCA
«AKTYAJIbHbIE NPOBJIEMbI NEAUATPUMN»

O xoge BbinonHeHunst Ykasa [lpe3unaeHta Poccuinckon
depepaunn ot 01.06.2012 N° 761 «O HauMOHaNbHOM
cTpaterum [OencTBUM B MHTepecax aetern Ha 2012-
2017 rogbl»

MeanaTtpuyeckoe o6pasoBaHue: MpobsemMbl W MyTU
peLeHns

Hay4Hble 1 NpaKTUYecKue acneKTbl pa3BUTUS Npodunak-
TMYECKOro HanpaBneHusa B neanaTpum

MepBrYHaa MeguKO-CaHWTapHas NOMOLb AETAM: amby-
natopHas, ctTauMoHapHas, cKopasl U HEOTI0XKHas

OpraH1M3auMoHHbIE U KIIMHWYECKUE acMeKTbl OKa3aHus
cneynann3MpoBaHHOM U BbICOKOTEXHOOMMYHOM MOMOLLM
aeTam

AyauT KavyecTBa OKa3aHUs MeaWLMHCKON MOMOLLM AETAM
KnuHnyeckne peKoMeHaaunn no AMarHoCTUKe, Ne4eHunto
1 NnpodunakTMKke 6one3Hen AETCKOro Bo3pacra
MeanumHcKas nomollb AeTsaM B o6pa3oBaTtefibHbIX Yu-
peXaeHuUsX: BONPOCbl OpraHuM3alMm, COBPEMEHHbIE NPO-
pUnaKTUyecKne n 0300POBUTENbHbIE TEXHONOTUM
AKTyanbHble BONPOCbI GOPMUPOBAHUSA YCTOMYMBBIX CTe-
peoTUnoB 340POBOro o6pasa KU3HU

Ponb TenemeguumHbl B JOCTUKEHWUW W MOAAEPKAHWUN Y
nauMeHTOB KOHTPONSA Hajg 60ne3Hblo: AUCTaHLUMOHHOE
obpas3oBaHue, yaaneHHOe KOHCYIbTUPOBaHWe, TEIEKOH-
depeHymmn

dopmynspHas cuctema B negnatpun

[MTaHMe 300pOBOro M 60bHOIro pebeHKa
BaKkuunHonpodunaktMka B neguatpum

KnuHnyeckune ncenenoBaHusa B negMaTpum
PernoHanbHble OCOGEHHOCTM COCTOSIHWSA 340POBbS U
MoJenen OKasaHWs MeaMUMHCKOW MOMOLM AETCKOMY
HaceneHuto

Meanko-coumanbHble Npo6seMbl B neanatpun
CHMXeHWe NpefoTBpaTMMOn CMEePTHOCTU AETCKOro Hace-
nexusa B PO

O coBMecCTHbIX NpoekTax Poccuinckon denepaunn n BO3
(WHO)

MpodeccroHanbHasa accounauus OETCKUX Bpadven Poc-
cunckon Pepepaunn B NoAAEPHKKY MHUUMaTB BO3
(WHO) 1 tOHUCE® (UNICEF)

[po6nembl peaHMaLnn, MHTEHCUMBHOW Tepanuu, BbiXarKu-
BaHWS U KOMIMIEKCHOW peabunutauuun geten, poamBLIMXCS
C HM3KOM, O4EeHb HU3KOM U IKCTPEMasIbHO HU3KOM MacCcom
Tena. lNepuHaTtanbHas meauumHa. HeoHatanbHas XMpyprus
HeoHaTtanbHbIM U @yAMONOIrMYECKMI CKPUHUHIK. [lep-
CMNEKTUBbLI Pa3BUTUS

HeoTnoXHble COCTOSAHUSA B MeanaTpmm U AETCKOW XMPYpPrum
HoBble TEXHONOTMK B AETCKON XMPYPrum

OxpaHa penpoyKTMBHOI0 340POBbS AeTEN U NOAPOCTKOB
Peakve 60ne3Hu B negnatpuMyecKom nNpakTuke

Bonpocbl BOCCTAaHOBUTENbHOW MEAMLMHbI U KOMMIEKC-
HOWM peabunuTauumn B neanaTpu4yecKomn npakTuKke
Mpo6nembl AETCKOWM MHBANUAHOCTH

Ponb MeauWuMHCKMX cecTep B MeAMUMHCKOW MOMOLLM
aeTam

OTWKO-NpaBOBbIE BOMPOCHI B NeanaTpun

McTopus oTevecTBEHHOW negnaTpum



HENPEPbIBHOE MEAUWLIUHCKOE OBPA30BAHUE

NEAUWATPOB

B pamkax KoHrpecca nposoadatcs LWKonbl cneuu-
anucToB ¢ Bbigaydyenn CepTudUKaTOB POCCUUCKOro M
MexXayHapoaHoro o6pasua. B pa6oTte WKON MOryT npu-
HATb y4acTMe Bpayu-neauaTpbl, a TaKXe Bpayvu ApYyrux
crneunanbHOCTEN, OKasblBaloWMe MEAULMHCKYI0 MOMOLb
[LeTsaM, opraHu3atopbl 34paBOOXPaHEHUs, CrneLuanucThbl
B 061aCTU TUrMeHbl AeTer WM noApocTKOB. [Ana yyactus
B pab6oTe wKon HeobxoamMmo Ao 18.01.2016 r. npucnatb
no noyte wunu e-mail (chistyakova@nczd.ru; Yucrtakosa
EBreHus leHHagbeBHa) 3asBKy ¢ MHbOpmaLmnen 06 yyacT-
HUKe (P.N.0., pata poxaeHUs, AOMKHOCTb, MECTO U CTax
paboThbl, agpec AOMALWHUI U CYXKeOHbI, KOHTaKTHbIV Tene-
doH, e-mail).

V EBPASUHCKUIA ®OPYM MO PEAKUM BOJIE3HAAM

Cot3 neanatpoB Poccum B pamkax XIX KoHrpecca
neguvatpoB Poccum npoBoauT V EBpasunckuin dopym
no peakum 60NIE3HAM AN1S NefuMaTpoB, HEeBPONaTosoros,
racTPO3HTEPOSIOrOB, MNCUXONOroB, AedeKToNoros, Kapau-
onoros, reHetukoB, JIOP-Bpayenl, xvpypros, opTonenos,
aHecTe31osIoroB, Bpayvyen nanivaTtuBHOW Cnyx6bl. Popym
BKJIlOYAEeT B Cebs YTEeHUE JIEKUMI MO COBPEMEHHbLIM NoA-
X04aM K JUarHOCTUKE U JIeYeHUIO AeTen C peaKnuMmn 6ones-
HAMMW, AEMOHCTPALMIO KIMHWYECKUX C/y4aeB, NpaBoOBble
acrekKThbl.

MEXAYHAPOJHbI! NMPE-KOHIPECC

MACTEP-KJ/IACC MO JJETCKO#M AJIIEPIOJIOrUH

U UMMYHOJIOTMU

6-7 deBpana 2016 r. Coto3 neanatpos Poccun n kade-
[pa annepronormm U KIMHUYECKOW MMMyHonoruun lNepsoro
MI'MY um. U. M. CevyeHoBa NpoBOAST MEXAYHaPOAHbIN npe-
KOHIFpecc macTep-Knacc v nporpaMmmy MOBbIWEHUS KBa-
nMoMKauMKM No AETCKOW anneprofiormu M UMMYHOOTUK,
Hay4yHas nporpaMma KOTOpbIX MpeAaHa3HayeHa ansd neau-
aTpoB, anNeprosioroB-MMMyHONOroB, AETCKMX AepMaTtosio-
roB, OTOPMHONAPUHION0r0OB, NMy/IbMOHOIOMOB M BCEX CneLu-
annCToB, paboTaloWMnX B CMEXHbIX 061acTax neauatpun.
MnaHnpyloTca 3aHATUS B CUMYNSLMOHHOM LIEHTPE C 3Kcnep-
TaMu: cneyuannucTam npeacTaBuUTC BO3MOXHOCTb MPUHATb
yyacTMe B TPEHMHrax Mo OKa3aHUI0 HEOT/IOKHOM MOMOLLM
[eTaM C annepruen.

MecTo npoBeaeHus:
MockBa, JIOMOHOCOBCKMI NpocneKT, 2, cTp. 1, Hay4HbIN
LIEHTP 300p0BbS AeTern MunHsapasa Poccun, akToBbIv 3an.

MEXAYHAPOAHbIA MACTEP-K/IACC

Mo AETCKOW PEBMATOJIOrMH

12-14 ¢deBpana 2016 r. B pamkax XIX KoHrpecca
Coto3 neguatpoB Poccun COBMECTHO ¢ Kadeapon neau-
atpum 1 aetcKkonm peBmatonornn [llepsoro MIMY
uM. U.M. CeyeHoBa, NPOBOAAT MEXAYHAPOAHbIM MacTep-

Knacc U nporpaMmy MnoBbllWeHUS KBanuduKaumm no get-
CKOM peBMaToNorMuK, Hay4yHaa nporpamma KoTopblX npea-
Ha3HayeHa N5 neanaTpoB, KapAuoioroB, PEBMATooOroB
M Bpayen gpyrux nedyebHbix cneuyuanbHocTen. MacTep-
Knacc npu3BaH MOBbICUTb MHGOPMUPOBAHHOCTL Bpa4vew
06 0COBEHHOCTAX pPaHHEN AMarHOCTUKKM U Tepanum peBma-
TUYECKMX BONEe3HeN y AeTen.

IX MEXXAYHAPO[HbIH ®OPYM AETCKUX

XUPYPIoB C MACTEP-KJIACCOM

13-14 ¢peBpana 2016 r. B pamkax XIX KoHrpecca neaum-
atpoB Poccuun Coto3 negnaTtpoB Poccun, Poccuinckasa acco-
unaumsa aetckux xupypros u MNepsbii MITMY nm. U. M. Ceue-
HoBa npoBoaaT IX MexayHapoaHbln ©GopyM  AETCKMUX
XMPYProB, MOCBSIWEHHbIA aKTyalbHbIM BOMpPOCam M Mpo-
61emaM OEeTCKOW KONIOMPOKTONOrnn. HayyHass nporpamma
npegHa3HavyeHa anst AETCKMX XMPYProB, raCTPO3HTEPONOroB
M Kononpoktonoros. CMMNo3nymbl ¢dopyma CTaHyT COoCTaB-
HOWM 4acTblo NMPorpamMmMbl NOBbIWEHUS KBanndUKauum Kade-
Opbl OETCKOM XWPYPrum W yponoruu-aHgponorum [llepBoro
MI'MY nm. N. M. CeyeHoBa.

IV BCEPOCCUMCKASI KOHOEPEHLIUA

C MEXXAYHAPOAHBLIM YYACTUEM «HEOT/IOXKHASA

AETCKAAl XUPYPIUsi U TPABMATOJIOIUA»

12-14 ¢peBpana 2016 r. B pamkax XIX KoHrpecca neam-
atpoB Poccun nponget IV Bcepoccuinckas KoHbepeHums
No HEOT/IOXKHOW AETCKOW XMPYPrum u TpaBmMaTonormm, opra-
HM30BaHHaa OTAENEHWEM HEOTIOXHOW XMPYPruu M TpaBMm
petckoro Bo3pacta HU3/A MuH3gpaBa Poccvn cOBMECTHO
¢ HNM HeoTnoXKHOW [OETCKOM XWUPYprum u TpaBMaToNOoruu
(HWM HOXuT) [denapTaMeHTa 34paBOOXpaHEeHWs ropoaa
MocKBblI.

11 deBpana nponayt nNpe-KOHrpecc MacTep-Knacchl
Nno paHHen peabunuTauun MNpu TpaBMax M LIKONA-CEMU-
Hap 419 negnaTtpoB «XMPYpPruyecKkMe MacKu B HEOT/IOKHOWM
neguatpun».

14 deBpana cocTouTCs yxKe TpaauuMoHHAs KOHbepeH-
umsa «BocctaHoBNEHME MOBPEKAEHHONO MO3ra», Ha KOTO-
pylo NpurnawatTca cneunanmcTbl Pa3inyHbiX HanpaBeHUn
HenpoHaykn. B atom rogy meponpusatne 6yaeT nocesille-
HO OAHOW M3 CMOXHEeWWnx npobnem — dapmMaKkoTepanuu,
HanpaB/ieHHOM Ha BOCCTaHOBNEHUE QYHKL MK MO3ra.

VI ®OPYM AETCKUX MEAULIMUHCKHUX CECTEP
12-14 ¢dpeBpansa 2016 r. B pamKax KoHrpecca npow-
et VI ®opym feTCKUX MeaULIMHCKMX cecTep.

KOH®EPEHLUA MOIOAbLIX YHEHbIX

B pamkax KoHdepeHunn monogbix y4eHbix XIX KoHrpecca
negnaTtpoB Poccuun GyaeT opraHn3oBaH crneluasnbHbli npe-
KOHrpecc mactep-Knacc A/l MONOAbIX Y4€HbIX, KOTOPbIN
nponget 10-11 dpeBpana 2016 roga. [lporpamma mepo-
NpuUaTUS Takxe BKAo4YaeT KOHKypc Hay4HbIX pa6oT, KOTo-
pbi 6yAeT NpoxoanTb B AHW paboTbl KoHrpecca.
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Mpecc-penus

LIEeHHOE MUTaHne ¢ caMblX MepBbIX JHEN KU3HM.

MpoeKT peanu3yeTcss npu noaaepxke 6peHaa Philips
Avent — BCeEMMPHO NPU3HAHHOIO 3KcnepTta B 061acTu npo-
M3BOACTBA NPOAYKTOB A/ FPYAHOr0 BCKapMMBaHUS M yxoaa
3a HOBOPOXAEHHbIMK. B HacToslee BpeMsi 6aHK JOHOPCKO-
ro rpyaHOro MosoKa — 3TO HEeNnybAMYHbIK NPOEKT, KOTOPbIN
pacnpocTpaHsieTcs TOMbKO Ha nNauueHToB HayyHoro LueH-
Tpa 3p0poBbsa aeten (HU3/). Co3pgaHne oaHHOW CTPYKTYpbI
Nno3BOMMIO BpayaM OKa3blBaTb AOMOSHUTENbHYIO MOMOLLb
HEJOHOLWEHHbIM WX MaNiOBECHbLIM AETAM, MOCKONbKY rpya-
HOe MOJIOKO OCOGEHHO BaXKHO A8 3TUX Masblllen: OHO
No3BONSET CYWECTBEHHO CHU3WUTb 4acTOTy WMHOEKLMOHHO-
BOCMNaNuUTE/bHbIX 3ab60neBaHWi, nNpeaoTBpaTuTtb GOpPMHU-
poBaHWEe OTCPOYEHHOM XPOHMYECKOM MNaTonoruun, Aobutbes
ONTUManbHOro GU3UYECKOro U HEPBHO-MCUXMYECKOro pas-
BUTWSA, a TaKXKe nomoraeT MfiageHuam 6bicTpee BOCCTaHO-
BMTbCS MOC/IE XMPYPrMYECKOro BMellaTeNbCTBa.

[loHOpPCKOe MOSIOKO Ha3Ha4yaloT MafIeHbKUM naumneHTam
no MeAULMHCKUM MOKa3aHMsAM, Korga MOJSIOKO MaTepu Hepo-
CTYyMHO, ¥ BBOAAT B PaLMOH B NOSHOM O6beme Win B BUAE
[IOKOPMa, 4YTO MOJIOXKWUTENbHO CKa3blBaeTcs Ha 3[40pOBbe
feten B panbHenwem. Mcnonb3oBaHWe JOHOPCKOro MOJSIOKa
no3BoNMA0 A06GUTbCA perynsipHorn nNpubaBKM Macchl Tena y
MNaJeHUEB 3a CHET CHUXKEHUS 4YacTOTbl HapyleHWU NuLLeBa-
PEHUSA U CTUXaHUSA MHPEKLIMOHHOINO TOKCMKO3a, YTO B KOHEeY-
HOM cYeTe NpPMBENO K COKPaLLlEHUIO MNPOAOIKUTENBHOCTH
aHTUGaKTepnanbHOM Tepanuu U BPEMEHU rocnuTanm3aLnm.
Takke 6aHK MOJIOKa NO3BOAWA Ha 2/3 COKPaTUTb WMCMONb-
30BaHME MOJIOYHbIX CMECen, U B pe3y/brate Bpayiu CMOrIu
OCYLLECTBUTb BbIMUCKY M3 cTaumoHapa 80% peuunueHToB
Ha MCKIOYUTENBHO TPYAHOM BCKapM/IMBaHUKW. JTOT Mokasa-
TeNb ABNAETCA OAHUM M3 KIOYEBbLIX KPUTEPUEB yCnexa.

«bnarogapsi 6aHKy AOHOPCKOrO rpyagHOro MOJIOKa Halluu
cneunanncTbl y)Ke LUenbld rog MOryT oKa3blBaTb NOMOLLb
MaMaMm HE[OHOLIEHHbIX [eTel, Yy KOTOpbIX NaKTauus ele
He Hayanacb MAM OTCYTCTBYET B CWUIY (PU3MONOTMYECKUX
npu4mH. Mbl o6ecneymnun rpyaHbiM MOJIOKOM KaK Havbonee

BaHK OHOPCKOro rpyaHOro MoJioKa
3a nepBbIN rog padoTbl NOoMor 6oJiee
yem 50 ManeHbKUM NaLueHTam

15 pgexkabps 2015 r. Hay4HbI# 4eHTP 340p0Bbs geTern (MocKkBa) noaBesn rnpeaBaputesibHble UTOrM paboTsl nepBoro B Poccumn
6aHKa JOHOPCKOro rpyAHOro MoJioka, 0pULMaibHbIN 3aryCK KOTOPOro coctosisicsi 27 Hoss6psi 2014 r. 3a aT10T nepuos AOHO-
pamu ctaim 76 KopMsLmx matepen, 6b1710 cobpaHo 6osiee 148 1 JOHOPCKOIro rpyAHOro MoJsioka, a 55 mnageHues noay4nam

Ka4yeCTBEHHbIM W NOJIHOLEHHbIM NUTaHneM 6onee 50 Hyxaa-
IOLWMXCA B HEM MNafeHLUeB, — NOAYEPKHYNIa B CBOEM BbICTY-
nneHnn 3amectutenb aupextopa HU3/ no Hay4How paboTte
J1.C. Hama3oBa-bapaHoBa. — Ha cerogHsWHWA AeHb B MUpe
dyHKLUMOHMPYEeT 6onee 200 6GaHKOB AOHOPCKOrO MOJNIOKa,
M Mbl O4€Hb pajbl, 4TO TeNepb LOHOPCKOE MOJIOKO AOCTYNHO
n B Poccun B pamMKax NpoeKkTta, peannM3oBaHHOro Ha 6ase
HLU3/A. MobanbHasg 3agavya 6aHKa — U3MEHUTb OTHOLLEHWE
K rpyLHOMY BCKapM/MBaHUIO, MO3TOMY AaHHYI0 MHULIMATUBY
HeobX04AMMO MOALEPKMBATb U pa3BMBaTb 415 Aa/bHENLLErO
MacluTabupoBaHua Ha TEPPUTOPUK CTPaHbI».

«baHK AJOHOPCKOro rpyaHOro MonoKa — 3Ha4ymMmas coLm-
anbHas vHuMumaTmMBa, — 3aaBui M. Ky3HeLoB, BuLe-npesu-
feHT 1 rmaBa Philips «[loTpebutensckue ToBapbl» B Poccun
1 CHI. — Mbl ropaumcs TeM, Y4TO MPUHUMaEM y4acTue B 3TOM
NPoeKTe, NomMoratowemM oco60 ya3BMMbIM Masblllam ¢ nep-
BbIX AHEW UX XM3HW. Philips Avent cTpemuTca NoMoYb Mamam
1 MELULIMHCKMM crneunannuctam obecneyntsb 6onbliee Yucno
[LeTen rpyaHbIM MOJIOKOM, NO3TOMY COTPYAHUYECTBO A1F Hac
ABNAETCH YPE3BbIHANHO BaXKHbIM».

MNepBbin B Poccnn 6aHK AOHOPCKOrO rPyAHOro MOJIOKa
3apeKoMeHaoBan cebs KaK MONHOCTbIO KOHTpoJMpyemas
MHWUMaTMBa. be3onacHOCTb NpoeKTa obecnedvynBaloT Befdy-
Wwue cneunanuctbl-HeoHatonorn HU3/, foHOpbI rpygHOro
MOJIOKa NMPOXOAAT CTPOruit 0TOOP M CAAOT BCE HEOOXOAUMblE
aHanu3bl, a caMO MOJIOKO NojBepraioT 06a3aTebHOM nacTe-
puzauun. Jlokanusdauus B pamMKax OLHOM0 MeAWLIMHCKOro
YYPEXKAEHUSA TaKKe rapaHTUPYeT MOSHOLEHHbI KOHTPOJb
BCEro npotiecca.

HayyHbI LeHTp 340pOBbs AETEN Yye ycnen MnonyyuTb
npu3HaHWe KOoNNer 3a peanuaauuio NpoeKkTa u ctan naype-
aTtom Bcepoccuinckon npemun B 061acTM NEepUHATONOrMMKU
«[lepBble nuua» — 6aHK JOHOPCKOro rpyAHOro MONOKa nobe-
1N B HOMUHaLMKU «TeXHONOrms rogar, YTo B 0O4epeaHon pas
NoA4YEPKUBAET €ro YHUKanbHOCTb U 0COBGYI0 BaXKHOCTb A1
BbIXaXMBaHUSA HOBOPOXKAEHHbIX.



