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Mbl npomoraem naymeHTam
B C/TIOXHOW CUTyaumm
N3MEHUTb KM3Hb K NyyLuemy

J a1
iy '
Komnanwusa Wanep, ogHa n3 MMpoBbIX NTMAEPOB
cpean cneumann3npoBaHHbIX 6rodapmMaLeBTUUYECKNX
KOoMnaHui, CGOKyCcMpoBaHa Ha e4UHCTBEHHOM Lienn:
NOMOYb NaLMeHTam B CJZIOXKHOW CUTyauum
N3MEHUTb XN3Hb K Nyyluemy

REPLAGAL® PEMIATAN® (arancupasa anbda):

agalsidase affa [loka3zaHHas 3¢¢eKTI/IBHOCTb, nepeHoCMMoCTb " WJ,O6CTBO npun neyeHnn
60ne3Hn G)a6p|/| ¢epMEHTOM, BblA€NE€HHbIM U3 IMHUN KJNTETOK YeloBEKa.

elaprase® JIAMPA3A® (naypcynbdasa):

MepBbl N e[MHCTBEHHBIN Npenapat Ana pepmeHTo3amMeCcTUTENIbHON

(idursulfase) Tepanuu npu cuHapome XaHtepa (Mykononvcaxapugose Il vna).
@ @ Ve
VPRIV BMPUB (Benarntouepasa anboa):
Mpenapat YenoBEUECKOro NPOUCXOXKAEHUA AnA GepMeHTO3aMeCTUTENIbHON Tepanuu
velaglucerase alfa npu 6onesHu lowwe | Tvna y AeTeil 1 B3pOC/biX.
for infusion

.I\ -fi razyr OUPA3SUP (nkatmbaHT):

CYMNTOMaTUYECKOE NleYeHre OCTPbIX MPUCTYNOB HAaCIEACTBEHHOMO
AHTVIOHEBPOTMYECKOrO OTeKa (06yC10BfIeHHOro AedpUUUTOM UHIMOUTOPA
C1-3cTepasbl) y B3pOC/bIX.

icatibant

NHpopmauua npeaHasHaveHa ana paboTHUKOB 34paBOOXPAHEHNS.
MoapobHas nHPopmMaLUa O NPUMEHEHNIN COREPXKUTCA B UHCTPYKLMAX.
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T ECT BbICOKOYYBCTBUTEJIEH
' MonoxuTenbHas peakuus Habnogaetcs
KOTOPOMY L encovm prccom evapeseon o
D,O B E Pﬂ I'OT BbICOKOCNELMUDPUYEH

CrneunduruHocTb TecTa coctasngeT 90-100% (p<0,05).”

HOBAﬂ CTYHEHb B ﬂIMArHOCTM KE npenapaT He Bbl3bIB?eT peaKI.l,I/IVI,CBﬂBaHHOVI
TYBEPKYIE3HOM MH®EKLMM ¢ BLXK-BaKuuHauwed.

* CtaThsl «KNuUHMYeCKMe UCCnea0BaHmns HOBOro KoxHoro Tecta JVACKUHTECT®
LANS AMarHocTukn Ty6epkyne3sa». KonnekTus aBTopos. Mpobnemsl Ty6epkynesa. 2009, Ne2, ¢. 1-8.

www.diaskintest.ru
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MeTOTpeKcaT B NpeABapuUTesIbHO 3arnoJiIHeHHbIX LWnpuuax

He3ameHUM Kak Boaa

e MeToTpekcat — npenapaT nepBOoro Bblbopa ANA ne4vyeHus
AeTeun C TSHXKeNbIM IOBeHUSIbHbIM ANONAaTUYECKUM apTPUTOM C
YMEepeHHON U BbICOKOW aKTUBHOCTbIO 3a601eBaHuA’".

e MMpegno4YTUTENBbHLIN CNOCO6 BBEAEHNUS — NapeHTepasnbHbIN'.

e Tepanusi MeTOTPEKCaTOM [OCTOBEPHO Yiy4llaeT Ka4ecTBO
XWU3HU Y AeTel C IOBEeHUIbHbIM MAUONaTUYECKUM apTPUTOM?.

Vinysiiias
e megac

éeutoimmune

OKCKIO3MBHbIN NpeactasuTens medac GmbH (Fepmanus) B Poccuu

121087, r. Mockea, yn. bapknas, g. 6, ctp. 5, odouc 417
Ten./dakc: +7 (495) 269-68-94
info@tirupharm.ru  www.tirupharm.ru

Moapo6Has HopmaLms o npenapate MeTomKekT 1. Timothy Beukelman et al. Arthritis Care & Research, Vol. 63, No. 4, pp 465-482
o © 2011, American College of Rheumatology

pasmMellieHa Ha canTax 2. Ce'spedes-Cruz A, et al. Methotrexate improves the health-related quality

www.metoject.ru, WWW.MeTO[J,)KeKT.pd) of life of children with juvenile idiopathic arthritis. Ann Rheum Dis. 67(3):309-14.
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e A4NA rpyaHoro pebeHKka ABNAETCA MO/TIOKO MaTepu, HO, KOrAaa rpyaHoe BCKapMAvBaHue He

=

ECTBEHHOE NMUTAHWE — OCHOBA

BYAYLLErO 340POBbLS!

NAN® OPTIPRO® OBECNEYUBAET AQEKBATHOE KONMUYECTBO
N BbICOKOE KAYECTBO BE/IKA HA NMPOTAXXEHUU
BCEro Nepsoro roaA >xu3Hu

OPTIPRO.HA

C poxxaeHuA C 6 MecAaueB

NMpodunaKTuKa
anneprum

oS YKpenneHne UMMyHUTETa
ONTUMU3UPOBAHHbDIN 6en0K
3A/0pOBbIN POCT U pa3BuTUe

Jlerkoe ycBoeHue,
Xopowee nuieBapeHue

NEPBbIA BblIBOP

OPTIPRO.

C poxxaeHuA C 6 mecAaueB

YKpenneHve UMMYHUTETA

ONTUMU3UPOBAHHbIN 6enoK
340pOBbIN POCT U pa3BUTUE

Jlerkoe ycBoeHue,
Xopouwee nuuieBapeHue

OCHOBHOW BbIBOP

BaHoe 3amMeyaHue: nAeanbHom NuLLe AnA pebeHKa ABNAETCA MOMOKO MaTepu. Heo0BX0AMMa KOHCYIbTaLMA CneumanicTa.

BcemvipHaA opraHv3auma 3apaBooxpaHeHia (BO3*) pekoMeHayeT UCKMIUNTENBHO rpyAHOe BCKapMAMBaHME. KoMNaHWA «HecTne» noaAepHmBaeT AaHHYI0 PEeKOMEHAALMIO. B COOTBETCTBIM C peKoMeHAaLmed
BO3, 6epeMeHHbIX 1 POMEHNL, HE0BX0ANMO MHGOPMMPOBATL O MPEVMYLLIECTBEX MPYAHOrO BCKaPMINBAHMA, 06PaLLAA 0COB0e BHUMaHWE Ha TO, 4TO MMEHHO OHO 06eCneYnBaeT CaMoe PaLVOHaNbHOe NMTaHue
N IMMYHUTET feTel. HeHLLIMHaM, POAVBLLMM AeTel, HyHHO OB6BACHUTL MEeTOAbI MOArOTOBKW U NOAAEPHaHNA NaKTaLMK, AeNan aKLUEeHT Ha HeOBXOAMMOCTU CH63NAHCUPOBAHHOMO MUTAHWA CAMOW HeEHLLMHBI
KaKk BO BpeMA GepeMeHHOCTY, Tak U nocne poaos. CneayeT y6eauTb MeHLMHY B HEAOMYCTUMOCTU HEOBOCHOBAHHOMO BBEAEHWA Y3CTUYHOMO MUTAHWA AETCKUMU CMECAMMU M3 BYTHINOYKM WAW APYroi NALLm
W NWUTBA, TAK KK 3TO MOMET OTPULIBTENBHO CKa3aTbCA Ha MPYAHOM BCKAPMIMBAHWW. KPOME TOro, MEHLLMHBI AOMMKHbI 3H3Tb O TOM, HTO BO3BPALLEHWE K MPYAHOMY BCKaPMMBAHWIO O4eHb CNOMHO. [laBaA coBeT
MO/I0/A0M MaTepn 06 NCMONL30BaHWW AETCKOM CMecu, HeoBXoANMO 06PaTUTL e BHYMAHWE Ha COLManbHbIe Y GUHAHCOBbLIE NOCNEACTBUA 3TOM0 pelleHnA. TaK, ecin pebeHOK HaXOAUTCA UCKMIOYUTENBHO Ha
VCKYCCTBEHHOM BCKapM/IMBaHWKW, TO B Hefento TpebyeTcA 6onee 1 ynakoBku (400 r) cMecu. MO3TOMY NpU MPUHATAW PELUEHWA 06 NCKYCCTBEHHOM BCKAPM/IMB3HWM MEHLLMHE [OMMHKHAE YYMTHIBATEL 3aTPaThl
1 GUHAHCOBbIE 06CTOATENBCTBA CeMbU. H{eHLLHaM He0BX0AMMO HAMOMHUTb, YTO MPyAHOE MOMIOKO He TONbKO CaMoe JlyHLLEee, HO V1 CAMOe 3KOHOMUYHOE NUTaHVe A1A rPyAHbIX AeTei. ECv NPUHUMAETCA peLleHre
06 VCKYCCTBEHHOM BCK3PM/MBAHUM, O4EHb BAMHO 0BY4MTH MEHLLMHY METOAAM MPaBWIbHOMO NPUrOTOBAEHNA CMecu. [pu 3TOM 0Co60€e BHUMaHWE CneayeT 06paTuTb Ha TO, YTO UCMOIb30BaHWE HEKUMAYEHOM
BOAbI, HECTEPUNMN30BAHHBIX BYTHINOYEK, 8 TaKMKE HENPAaBUIbHOE Pa3BeeHe CMeCH MOryT CTaTb MPUYMHON 33601eBaHNA PeBEHKa.

* CM. MexayHapoAHbIA KOAEKC MO M3PKETUHIY 3aMeHUTeNel rpyaHOro MOsIOKa, 0406peHHbI BceMypHol accambneeit 3qpaBooxpareHna B pesontoummn WHA 34.22 B mae 1981 roga.

NAN® 1 OPTIPRO® 1 NAN® funoannepreHHbii 1 OPTIPRO® HA — c pompaeHua, NAN® 2 OPTIPRO® 1 NAN® funoanneprexHbii 2 OPTIPRO® HA — c 6 mecALeB.

® BnageneL, ToB3pHbIX 3H3KoB: Société des Produits Nestlé S. A. (LLiBeruapws). ToBap 33perncTpypoBaH.
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nestlebaby.ru
8-800-200-20-55

contact@ru.nestle.com

JINHNA 3A60Tbl Nestlé Nestie )

KOHCynbTaLMM NO NUTAHUIO MANbILWIEH PacTu 3gopos

¢ MNepsbix [Hel




[MnoannepreHHOCTb NPOAYKTOB
«PpyToHAHA»
ANA NepBoOro NnpMKopma
UMMYHONOrMYeCKN AOKa3aHa™*!

MpoayKTbl npukopma «PpyToHAHA» MOXKHO
MCNONb30BaTb ANIA NUTAHUA*:

</ 300pOBbIX AeTen AN NPoUNAKTUKN annepruu
</ AeTen C PUCKOM pPasBUTUA ansiepruu
</ DeTen, cTpapawuwmx aniepruen **
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*MMnoannepreHHOCTb KNMHMYeCKM poka3aHa B HayyHom uedTpe 3goposbs aeted PAMH. B uccnepoBanum
NPUHUMANK yyactue coku, niope, Kawn «PpyroHaua» (13 supos). KnuHuyeckoe nccnenoBaHue nNposegeHo B
HU3[ PAMH, 2011 - 2013 rr.

** Mlepen Ha4yanoMm BBEJEHUA NPUKOPMA HEOOX0AMMA KOHCYNbTALMUA CNELMANUCTa.



CAHO®U NACTEP

CO30ABAA BAKUWUHbI, YKPEINJIAA BEPY B BYAYLUIEE

KENM

BakumHa npoTue kokmowa (becknetouHan), gudrepum, ctonbHaka,
NoONVMOMWENUTa (MHAKTWBMPOBaHHAA) M reModunbHOM MHdekuwn Tna b

ABAKCUMAM 20

SdbexTBHAA 3alWMTa NPOTUE renatiTa A

[MoNHOLEHHARA 33LWMTa OT NHEBMOKOKKOBOW MHbEKLIMM

CoBpemMeHHanA CNNUT-8akLMHa NPOTHB rPMANa ANA AeTen
W B3POCbIX

\

@ HapexHan 3awmra oT NATU UHGDEKUNOHHbIX
3abonesBaHuii B OHO BakuuHe

@ Ygo6CTBO B NPUMEHEHUN: CHUXEHUE
NHBEKLMNOHHOI Harpy3ku

@ Xopouwo nepeHocuTca AeTbmu

@ BbICOKaA UMMYHOTEHHOCTb U ANIMTENbHAA 3awunTa
Yno6HbI rpaduk BakuyMHaL MM 1 peBakunHaumum

G

@ [lpumensaetcay geteri ¢ 1 roga go 15 net
BKITIOYNTENIBHO

& HapgexHaa 3awmuTa OT MHEBMOKOKKOBbIX

MHCIJEKLIMI::L BKJTKOYAA MHEBMOHWN U MEHWUHTTbI

@ T[loka3aHa B NepByio o4yepeab AETAM,
nocewanum 4eTckmne cagbl, LWKObI;
ANUTENbHO 1 YacTo Bonewmm geTam;
AETAM C XpOHUYeCcKumm 3abonesaHmnamm

@  3SddekTrBHa 1 XOPOLIO NEPEHOCUTCA

@ CneuwanbHasa getckaa gosunposka — 0,25 mn
ans perein c 6 mecaues go 3 net

@  OddekTruBHa KaK OTAENbHO, TaK U B COYETAHUU
C BaKL{MHOW NPOTUB NHEBMOKOKKOBOW
nHdekuum NMuesmo 23

e

SANOFI PASTEUR « e

MonHan uHgopmMaumA 0 AaHHLIX BaKLUWHaX COAEPXKUTCA B UHCTPYKLIMAX
Mo UX NpUMeHeHuIo.

125008, . Mockea, yn. Teepckan, 22

Ten.: (495) 721 14 00, (495) 935 86 90/92/93/94/95;

chakc: (495) 721 14 11, (495) 935 86 96

www.privivka.ru

oTAen (hapmakoHaasopa: (495) 721 14 00

RUPNX.15,03.12



¥ CMO®KABUBEH'
¥ OVNENTUBEH

¥ BUTAMWHbBI N
MWUKPOIIEMEHTbI

ConyBunT
BUTAINNNA AETCKUU
AOOAMENb™

* paspelleH K TPUMEHEHMUIO € 2-X neT

** paspelleH K npuMeHeHwuIo ¢ 10 neT u Maccow Tena 6onee 15 Kr

000 «®dpeseHunyc Kabu»

125167, MockBa, JleHUHrpagckum np-T, A. 37, K. 9
Ten.: (495) 988-45-78

®dakc: (495) 988-45-79

E-mail: freka@fresenius-kabi.ru
www.fresenius-kabi.ru
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1 Hay4Hbl LLeHTp 300poBbS geTeit, MocKkBa, Poccuiickan degepadius
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OCOOEHHOCTU NUTAHUSA IOHbIX
CMOPTCMEHOB, 3aHMMAIOLLUXCH
LUK/IMYECKUMU BUAAMHU CcriopTa

KoHTaKTHas nHpopmauus:

MakapoBa CBeTnaHa [eHHagneBHa, [OKTOP MEAULMHCKUX HayK, Bpay-AMETONOr, MaBHbIf Hay4HbIA COTPYAHWK OTAeNa NO KNAMHUYECKUM UCCNefoBaHNAaM
B neanaTpun Hay4Horo LieHTpa 340p0Bbsa AeTen, npodeccop Kadeapbl annepronornm n KMHUYECKOM MMMYHONOM MU NEANATPUYECKOrO GaKynbTeTa
Mepsoro MIMY um. U.M. CeyeHoBa

Appec: 119991 MockBa, JIOMOHOCOBCKHMI NpocnekT, 4. 2, cTp. 1, Ten.: +7 (499) 134-01-51, e-mail: sm27@yandex.ru

Cratbsl noctynuna: 02.12.2014 r., npuHaTa K neyatu: 29.06.2015 .

B coBpemeHHOM criopTe npobiema popMUpoBaHUs afeKBaTHOro NUTaHMs SBASIETCS OAHON M3 [M1aBHbIX 3a4a4y B cuctemMe
roAroToOBKM tOHbIX CITIOPTCMEHOB. B 0630pe nntepatypbl npeAcTaBieHbl COBPEMEHHbIE N0AX0Abl K HYTPUTUBHOMY obecrie-
YEHMIO IOHbIX CMIOPTCMEHOB MPU 3aHATUSIX UMKIMYECKUMM BUAAMM criopTa. 3Tm BuAbl criopta TpebyloT pacxoga 60/1bLIoro
Kosim4yecTBa dHepPruu, paboTa BbiMOHSIETCS C BbICOKMM HaNpsxXeHUem 1 3HauynTe/IbHON MHTEHCUBHOCTbIO. COOTBETCTBEHHO,
COOTHOLUEHNE OCHOBHbIX HYTPUEHTOB Y CIOPTCMEHOB, TPEHUPYIOLYMXCS HA BbIHOCIMBOCTb, CMELLEHO B M0Jb3Yy Yr/IeBOAOB,
KOTOpble AO/KHbI MOKPbIBaTb BbICOKME MOTPEGHOCTM Ha PU3NYECKYIO aKTUBHOCTb B 3aBMCUMOCTH OT dTana TPEeHMPOBOY-
HOro rpouecca n obbemMa Harpy3ku. Mcrnoib30BaHUE BbICOKOXXMPOBBIX ANET A/151 06eCreqYeHnst IHepreTU4eCKon QyHKLMm
cebsi He onpaBAasio, MO3TOMY OT TaKOIro HyTPUTUBHOIO NMOAX0Aa OTKa3aMCh: COAEePKaHUE XUPOB B PaLIMOHE CITIOPTCMEHOB
JI0/XKHO COCTaBJISITb 0OKOJI0 25% 0T 06Ler KalopuiHOCTM pauunoHa. [1o coBpeMeHHbIM TpeboBaHMAM, COAEPKaHNE BesKa
B palMOHe CropTCMEHOB He AO0JIKHO npeBbilwate 1,2—1,6 r/Kr macchl Tena. Bo nsbexaHne pucKa pa3BUTUS gervaparta-
LMU M CHUKEHUST PU3UYECKON PabOoTOCOCOOGHOCTM CIIOPTCMEHAM LIMKIMYECKMX BUAOB CriopTa HEO6X0AMMO MCI0/1b30BaTh
(Hebonbwumn nopuymsamm yeped 10—-15 MUH) CNOPTUBHbIE HAMUTKKM BO BPEMS M MOC/TE TPEHUPOBKK (CopeBHOBaHMs). OHU
cofiep)KarT yriieBoAbl U 3/IEKTPOJINTbI, 4TO 60JIEE MPEANOYTATE/IbHO, YeM YroTpebieHMe TOIbKO BO/bI.

KnroyeBble cnoBa: HyTpUTUBHAs MOAAEPIKKA, UMKINYECKUE BUAbl CIOPTa, CIOPTUBHAS MEAULIMHA, IOHbIE CITOPTCMEHHI.

(Ana yntupoBanums: MakapoBa C.I., Yym6aase T.P, MNongakos C.[l. OcO6eHHOCTM NMUTaHWUS OHbIX CMOPTCMEHOB, 3aHUMa-
IOLLMXCA LMKNMYECKMMU BUAaMK crniopTa. Bonpockl coBpemeHHon neguatpumn. 2015; 14 (3): 332-340. doi: 10.15690/
vsp.v14i3.1368)

BBEJAEHME

AfeKBaTHOE NWUTaHWe [O/KHO MOSIHOCTbIO o6ecnedn-
BaTb NOTPE6HOCTU OpraHn3ma He TONbKO B 3HEPTUU U BCEX
OCHOBHbIX MULLEBbIX BELLECTBAX (6eKax, yrNeBoaax, Kupax,
NULLEBLIX BOIOKHAX), HO M 0653aTeNlbHO — B BUTaMUHaX,
MUHEpanbHbIX CONAX, MUKPO3SIEMEHTaX M APYrux 6MONoru-
YECKM aKTUBHbIX KOMMOHEHTaX NULLU. AKTUBHbIE 0GMEHHbIE

NpoLEecchl, MPOUCXOASLIME B KOCTHOM M MbILLIEYHOW TKaHMH,
TKaHSAX CycTaBoOB, TPeGYOT MOSHOLLEHHOro oGecneveHus
BCEMU MaKpO- U MUKPOHYTPUEHTAMW. 3aHATUS CMOPTOM
npeabaBAAOT OpraHu3My peGeHKa NoBblleHHble TpeboBa-
HWSl, 0IHAaKO HEO6XOAMMOE yBennyeHne GyHKLMOHaIbHbIX
BO3MOXHOCTEN, afanTalMoHHOro noteHuuana B JETCKOM
1 NOJPOCTKOBOM BO3pacTe B YC/IOBUSAX MOCTOAHHbLIX GU3K-

S.G. Makarova?l’ 2, T.R. Chumbadze?, S.D. Polyakov?

1 scientific Centre of Children Health, Moscow, Russian Federation
2| M. Sechenov First Moscow State Medical University, Russian Federation

Dietary Habits of Young Athletes Going in for Cyclic Sports

In modern sports, outlining an adequate diet is one of the key issues in training young athletes. The following literature review
presents new approaches to nutrition of young athletes going in for cyclic sports. These sports take a lot of energy, entail great strain
and significant intensity of training. Correspondingly, the ratio of nutrients in athletes training for endurance tends to shift toward
carbohydrates, the amount of which in the body should cover the increased need for workload as may be defined by the training
process and the amount of workload. High-fat diets have proved irrelevant in terms of providing energy function; therefore, this nutritive
approach was dismissed, since an athlete should have an about 25% share of fats of his/her menu’s total caloric value. According to
modern standards, the amount of proteins in athletes” menu should not exceed 1.2-1.6g per 1kg of body weight. To avoid the risk of
dehydration and physical weakness, cyclic athletes should take sport drinks (in small portions) prior to and following a training session
(competition). They contain carbohydrates and electrolytes and therefore are more preferable than pure water.

Key words: nutritional support, cyclic sports, sports medicine, young athletes.

(For citation: Makarova S.G., Chumbadze T.R., Polyakov S.D. Dietary Habits of Young Athletes Going in for Cyclic Sports. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2015; 14 (3): 332-340. doi: 10.15690/vsp.v14i3.1368)



YECKMUX HarpysoK MNpouCXoauT JiMWb MNPU Hay4HO OOBOCHO-
BaHHOM W ajeKBaTHO OPraHWM30BaHHOM TPEHWMPOBOYHOM
npowecce, CBOEBPEMEHHOM U COBPEMEHHOM MELULIMHCKOM
obecrneyeHnn. PaLumoHanbHOe NUTaHme IoHbIX CMOPTCMEHOB
B 3TOM MpOLIeCCe MOXET UrpaTb KIIKOYEBYIO POb.

CnopTMBHas AMETONOrUSA B HacToslLee BpeMs BblaeneHa
B OTAENbHYIO 06/1aCTb HayKn O NUTaHuMU. OQHAKO MMEHHO B
3TOM 06nacTv olylaeTca CyLeCTBEeHHbIM AeduumnT mcene-
[I0BaHWM, OCHOBAHHbIX Ha NPUHLMNAX AOKa3aTeNbHON meau-
UMHbl. IMEHHO MO3TOMYy MHOrMe CyllecTBOBaBLUME paHee
npeacTaBleHUsl, OCHOBaHHblIE Ha 3MMUPUYECKOM MOAXOAE
WX HE UMeloLMe AOCTAaTOYHOM AoKa3aTebHOW 6a3bl, JOJIK-
Hbl 6blTb NEPECMOTPEHDI.

CornacHo MONOXKEHUAM KOHCEHCYCa O MWUTaHWMKU AeTen
CNnopTCMeHOB [1], Ha COBPEMEHHOM YPOBHE Pa3BUTUA [ET-
CKO-IOHOLWECKOro cnopTa HeobxoArma OpraHn3aLmst KOHTPO-
NS HYTPUTMBHOIO cTaTyca, UHAMBUAYaNbHbIM Nnoabop nuta-
HUS, @ TaKKe ynyylleHne MHPOPMUPOBAHHOCTU [OeTeN, WUX
poauTenen U TPeEHeEpPoB B 061aCTU COBPEMEHHbIX Hay4YHbIX
npeacTaBAeHUI O MUTaHUMN.

MAKPOHYTPUEHTHbI#A COCTAB PALIMOHA

MPU BAHATUAX LWUKTUMECKUMU BUAAMM CNOPTA

CornacHo o6LMM peKkomeHaauusam Ans loHbIX cnopTecMme-
HOB, COfepXaHue MULLEBbLIX BELLECTB B paLMOHE [LOMKHO
ObITb 6/IM3KMM K cnegytowemy: 6enkn — 14—-15%, upbl —
25%, yrneBoabl — 60-61% (N0 OTHOWEHWIO K 06LLEN
KanopumHocTM paunoHa) [2, 3]. OgHaKo pasnuyHble BUAbI
GU3nNYEeCKon aKTUBHOCTU UMEIOT CBOM 0COBEHHOCTM MeTabo-
niMyeckoro obecneyeHuss paboTbl OPraHoB U CUCTEM; COOT-
BETCTBEHHO, pPas3nyaloTca M NOTPEOHOCTU B Pa3/iIUyHbIX
HYTPUEHTax.

Oco6eHHOCTbIO GU3NYECKOW AKTMBHOCTUM B LMKIUYe-
CKMX BMAAX CNopTa, K KOTOPbIM OTHOCATCS BEOCMNOPT, WOPT-
Tpek, rpebns (akagemuyeckas, Ha Ganjapkax M KaHo3),
nnaBaHWe, KOHbKOOEXHbIM CMOpT (MHOrO60pbLE), NbIXKHbIE
BMAbl cnopTa (NIbXHble TOHKKW, 6MaTNOH, NbXXHOEe ABOE6O-
pbe), 6eroBble ANCLUMMNINHDBI IETKOW aTeTUKK, BEIOFOHKM,
coBpeMeHHoe NATMOopbe, TPUATIOH, ABNSETCS TO, YTO OAHO
WU TO e ABUWXEeHUE MOBTOPSETCA MHOIMOKPaTHO, U TPEHMU-
POBKM HalLeNeHbl B OCHOBHOM Ha BbIHOCAMBOCTb. 3TOT
BUO GU3NYECKOM aKTMBHOCTU TpebyeT pacxofa 60/bWworo
KOJIN4ecTBa 3Hepruu, a cama paboTa BbINOJIHAETCS C BbICO-
KUM Hanps)KeHMeMm U 3HauYUTeNlbHOM WMHTEHCWMBHOCTbLIO.
B uMKnMyeckux BuMAax cnopta Heo6XoAMMO cOYeTaHue
BbIHOC/IMBOCTM MPU XOPOLLIEN KOOPAMHALMKN ABUKEHUI. Mpn
3TOM 60/blUas Harpy3Ka N0XUTCS Ha cepaeYHO-COCYANCTYIO
W AblXaTeNbHYI0 CUCTEMY, BbICOKME TPeBOBaHUA NpeabsaBs-
I0TCS K OMOPHO-ABUraTe/lbHOMY annaparty 1 onepaTmBHoMy
MbILIIEHUIO.

BEJIKU B COCTABE PALIMUOHA IOHBIX

CMOPTCMEHOB

CpefHecyToYHble aHeprosaTpaTthl IHbIX CMOPTCMEHOB,
onpeaeneHHble Ha OCHOBAHWW XPOHOMETPa)a OTAeNbHbIX
BUIOB [EATEeNbHOCTU [4], 3HAYUTENbHO BbIlLE, YEeM Yy MX
CBEPCTHWKOB, He 3aHMMalolMxcs cnopToM. Mpu aToMm cre-
AYeT Y4WUTbIBaTb, YTO CMOPTUBHYIO [EATENbHOCTb XapaKTe-
PU3YIOT MHTEHCMBHOCTb M HEPaBHOMEPHOCTb 3IHEproTpar,
4acTo coYeTalolUecs ¢ HEPBHO-NICUXMYECKUMM HarpysKamu,
KOTOpblE MOTYT CYLIECTBEHHO YBENUYMBATb WX BENUYMHY.
MpoBeaeHHble pacyeTbl MO3BONUAM YCTAHOBWUTbL MOTPE6-

HOCTb IOHbIX CMOPTCMEHOB B 3HEPrUM, U, COOTBETCTBEHHO,
paccyuTaTtb OPUEHTUMPOBOYHYIO MOTPEOGHOCTb B HYTPUEHTaxX
[5] ans pasHbIX BO3paACTHbIX KaTeropuim CNopTCMEHOB, 3aHs-
TbIX B pa3NnyHbIX BUugax cnopra. OQHaKo 3T peKoMeHZaluum
CKOpee HOCAT NPUBN3UTENbHbBIN XapaKTep n npeaHa3Hayve-
Hbl ANS pacyeTa paLMOHOB MUTaAHUS B CMOPTUBHbBIX LIKOMAAX
W UHTEepHaTax C TeM, 4TOObl C M3ObLITKOM MOKPbLITb MNOTPED-
HOCTW BCEX CMOPTCMEHOB. [ pacyeToB WMHAWBWUAYANbHbIX
paLMOHOB HEo6Xo4AMMO OpPUEHTUPOBATLCA Ha NOTPEOHOCTb
B nepecyeTe Ha 1 Kr macchl Tena. Tak, cornacHo tabnuuam,
NpUBEAEHHBbIM B PYKOBOACTBE [5], AO/MKHOE noTpebneHune
6enKka Ana cnoptcMeHoB B Bo3pacTe 14-18 net, 3aHATbIX
B UMKIMYECKUX BMAax crnoprta, 419 IOHOLWEN cocTaBnseT
154 r/cyt, and gesyweK — 134 r/cyT, YTO Npu BeCe AEBYLIKK-
cnoptcMeHku 50 Kr 6yaeT cooTBETCTBOBATHL 2,7 I'/KIr Macchl
Tena. 3To KoM4ecTBoO abCoMOTHO HE COOTBETCTBYET COBpE-
MEHHbIM peKkomeHaauusam [6, 7], xota 15-20 neT Hazan
Takue KonuyectBa Oeflka CYMTalIUChb LenecoobpasHbiMU.
TaK, B peKoMeHgaumsx no nuTaH1io cnopTcMeHoB oT 1997 1.
B CCbl/IKe Ha pykoBoAcTBO 1989 . MOXKHO NpoyuTaTh cneay-
towee: «[lo NPUYMHE BICOKMX CKOPOCTHO-CUNOBbLIX TpeboBa-
HUW CNPUHTEPbLI HYXKAATCS B 60M1bLIOM KONMYecTBe 6e/KOB.
OpgHaKko He cnegyeT gymatb, 6yaTo MoTpebHOCTb B 6Genke
ONS OPYTUX UMKIMYECKUX BUAOB — HanpuMmep, CTalnepcKoro
6era — cyllecTBeHHO HuxKe. Npn cpegHeM peKoMeHayeMOM
AN OaHHOW rpynnbl noTpebneHun 2,6—-2,7 r/Kr B AE€Hb
NS CNPUHTEPOB OHO [AO/MKHO cocTaBnaTh 2,7-2,9, a ana
CTanepoB M roHuwmkos — 2,5-2,6 r/Km [6, 7].

B HacToslulee Bpems B MWPOBOM MNpaKTUKe B3rnsaabl
Ha NOTPebGHOCTb CMNOPTCMEHOB B 6eflke NepecMOTPEHbI.
O6wenpu3HaHHO, 4To noTpebrieHMe 6GenKa B Konuye-
ctBe 1,2-1,6 (1,7) r/Kr maccol Tena B cyT obecrneymBaet
onTUMaNnbHOE KONMYECTBO aMMHOKWUCNOT AAs pocTa, Mnoj-
JepXaHus U BOCCTAHOBNEHUA BCeX TKaHew Npu ycrnosuu
ajeKkBaTHoOro norpebneHuns kanopun [3]. Tak, B HaCTHOCTH,
NoKa3aHo, YTO Y aKTUBHO TPEHMPYIOLLMXCSH BENOCUNELNUCTOB
(Npn CcyTO4YHbIX 3HeproTpatax 6onee 5900 Kkan) nosno-
XuUTenbHbIM GanaHc a3oTa Habnwgaetca npu notpebne-
HUKW Oenka Ha ypoBHe 1,4 r/Kr Macchbl Tefla, 4TO JUlWb
Ha 20-40% npeBblilWwaeT NOTPEBHOCTL B 6EKE Y N1L, Beay-
LWMX casynm obpas Kn3uu [8, 9J.

BanaHc Mexay CUHTE30M WM pacnagoMm 6enka ABNseT-
cq MeTabo/IN4eCKOoM OCHOBOW ajanTauuu TPEHUPYHOLLMX-
cs mblwy, [10], HO BAMSIHME 6enlKa Ha MOCTPOEHME MbllL,
N UX GYHKLMOHaNbHYIO aKTUBHOCTb OnpeaensieTcs pasHbiMu
dpaKTopamMu, B T.4Y. OCOBEHHOCTAMMU XMMMUYECKOrO COCTaBa
WU CTPYKTYpbl MosieKkyn 6enKka. bonbwoe 3HayeHne umeeT
aMWHOKMCIIOTHbIN cocTaB 6enka. Bce aMMHOKUCNOTbI NPUHSA-
TO AENUTb Ha 3aMeHWMble U He3aMeHUMble. He3ameHWMbIMK
Ha3blBaOT T€ aMUHOKMCIIOTbI, KOTOPbIE OPraHM3M He MOXET
CUHTE3UPOBATb CaMOCTOATENbHO W [OMKEH Moayy4aTb C
nuwen. K HUM OoTHOCAT TpunTodaH, NU3UH, NEWUMH, U30-
NEeVUNH, BanuH, TPEOHWH, METMOHUH U deHunnanaHuH. Ewe
2 aMMWHOKMCNOTbl (UMCTEUH U TUPO3MH) MOTYT B Ccly4ae
HEeo6X0AMMOCTU CUHTE3MPOBATLCA OpPraHW3MOM, MO3TOMY
B aHMOA3bIYHOW JIMTepaType WX Ha3blBalOT MOJy3amMeHu-
MbIMK (semiessential). MNoTpe6HOCTL B 6eflke OCHOBaHa
Ha NoTpebHOCTU B He3aMeHUMbIX aMWHOKKcnoTax. NHoraa
K HEe3aMeHUMbIM aMWHOKMCNOTaM MPUYUCASIOT TUCTUAMH.
OcTanbHble aMUHOKUCNOTbl — anaHWH, aprMHKH, acnaparuH,
acnaparMHoBas KUCnoTa, rMyTaMuH, MyTaMUHOBas KMCoTa,
IMNUMH, NMPOJIMH U CEPUH — 3aMEHUMbIE U MOTYT CUHTE3MU-
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poBaTbCs B opraHM3me. Kpome Toro, ectb HECKOIbKO aMu-
HOKMCIOT, KOTOPble He BXOASAT B cocTaB Gefika, HO BbINoJs-
HAIOT B OpraHnM3me BaxHble GyHKUMU. K HUM OTHOCATCA
y-amuHomacnsgHaa kucnota (FAMK) n anokcudeHunanaHuH
(AODPA) — BarkHeHLwMne KOMMOHEHTbl HEPBHOM TKaHM, y4a-
CTBYIOLLME B Nepefaye HEPBHbIX UMMY/IbCOB.

PasHble opraHbl MCMOMb3YIOT aMUHOKMUCIOTLI C pPasnuny-
HOW CKOpOCTbto. BO Bpems Harpysku Mbllllbl aKTUBHO
MeTab0/IM3UPYIOT aMUHOKMCIIOTbI C Pa3BETBIEHHOM GOKOBOW
Lenbto, 0CO6EHHO NeNUUH. Takue aMUMHOKUCNOTbI NpeacTaB-
NS0T cO60M HEKYIO OCHOBY, BOKPYI KOTOPOWM CTPOWUTCS BECH
MeTab0/IM3M GefIKOB, OHU e Hanbonee aKTUBHO pacxoay-
loTCcs Npu GUsn4eckon Harpyske [9, 11]. 3Tn e aMUHOKHUC-
N10ThI ABNSIOTCA MTMMUTUPYIOWNM GaKTOPOM, ONPEeAENSOLLIMM
ageKkBaTHOCTb 6esika. COOTBETCTBEHHO, OCOOEHHO BarKHbl
[4N5 opraHn3ma CrnopTCMEHOB NENLMH, U30NENLIMH U BalNH.

MMeHHO 0COBEHHOCTLIO aMUHOKMCIOTHOIO cocTaBa 06b-
ACHSAETCS TO, YTO XKMBOTHbIE 6e/KM JatoT 60/1ee BblpaXKeHHbIN
aHabonuMyeckum apodeKT, Yyem OGEeNKU pPacTUTENbHOro Mpo-
ncxoxaenmsa [12]. OnTMmanbHbIM CYUTAETCA COOTHOLWEHWE
YMUBOTHbIX U pacTUTENbHbIX 6€1KOB B pauunoHe 60:40.

Takum obpasoM, noTpebnieHne 6enKa Npu ageKBaTHbIX
€ro WMCTOYHMKax y NMOAPOCTKOB M B3POC/bIX CMOPTCMEHOB
He JO/MKHO npeBbiwaTh 1,2—-1,6 r/Kr B cyT [8]. JanbHenwee
NnoBblWEHNE KBOTbl 6eflka He MNPUBOAMT K MOBbIWEHMIO
pab6oTtocrnoco6HOCTU. MN36bITOYHOE KONMYEeCTBO OENKOB
pacxofyeTcs Ha 3HepreTMYecKUe HYXKAbl UM nepexoauT
B YXMPOBYIO TKaHb.

B cBSI3n C HOBbIMW pPEKOMEHAaLMAMMU MO NOTPEGNEHUIO
6eflka y CnopTCMEHOB, TPEHUPYIOLLMXCH Ha BbIHOCIMBOCTD,
KBOTa 6enKa B paLMOHe NpU afeKBaTHbIX €ro MCTOYHUKaX
MOET OKa3aTbCs HUXKe 00blyHbIX 15%. Tak, noTpebneHne
6enka B KonudectBe 1,2-1,4 r/Kr B CyT COOTBETCTBYeT
npuénnanTenbHo 12% KanopuMHOCTM paLMoOHa C y4eToM
TOro, 4TO YrNEBOAHbIA KOMMOHEHT [OMIKEH o6ecrne4vynBaTtb
NoBbILUEHHbIE 3HEpro3aTpaTbl, COCTaBASAOWME Y CNOPTCMe-
HoB-toHMopoB 3500-4000 KKan/cyT, a y CnopTCMEHOB-MNPO-
deccroHanos — 5000-6000 Kkan/cyTt unmn 6onee. OaHaKko
BO3MOXHOCTb TaKOr0 CHWXXEHUA KBOTbl OefnKa y [eTen-
CMOPTCMEHOB A0/MKHA 6blTb 0693aTeNbHO U3YyYeHa C Lefblo
UCK/IOYEHUS HEraTMBHOrO B/MSIHUSA Ha MpoLecChbl pocTa
N pa3BUTUSA.

B nnaHe nosbllWeHUs KonnyecTBa 6efika Mo OTHOLEHUIO
K pPEeKoMeHJaLusaM Mo ero noTpeGneHnt0 eAUHCTBEHHbLIM
LONYCTUMbIM UCKJTIOYEHUEM CHMTaEeTCA ynoTpebneHme cnopT-
cMeHamun go 2-2,3 r/Kr 6enKka B CyT B AMeTax, Hanpas-
JIEHHbIX Ha CHUXeHWEe Macchbl Tena. Tak, B CPaBHUTENIbHOM
uccnegosaHumn S. Mettler 1 coaBT. NoKa3aHO, 4TO CNOPTCMe-
Hbl, UMEBLLME paLMOH C coaeprkaHueMm 6enka 1,0 r/Kr B CyT,
CHWXanu Bec ObIcTpee, YeM Te, KTo nonyyvan 2-2,3 r/Kr
6efika B CyT, HO Npu 3TOM 6onbLIe Tepsiau Tollyio maccy [13].

HeratnBHble addeKTbl NPEBLILWEHNS KBOTbl 6€/1Ka MOryT
oTMeyaTbCs yxe ¢ Ao3bl 2—4 1 Ha 1 Kr maccel Tena. B yucne
3TUX HebnaronpuaTHbix addeKTOB — HapyweHue byHKLUK
NoYeK M oTpuuaTeNbHbIM 6GanaHC KanbLus, CNOCOBHbIN NpK-
BECTU K ocTeonopoay [14, 15].

B HacToflWee BpeMs OTCYTCTBYIOT yOeanTebHble AaHHble
0 HEOBXOAMMOCTHN G6ENKOBOr0O NMUTaHUS BO BPEMS Harpy3Ku.
Bpemsa onTMManbHoro npuema 6enka nocie Harpy3Kku Takxke
obcyxpaaetca. CylecTBYIOT peKomeHAaluu Mno HeobXoau-
MocTu npuema 20-25 r 6enKa Kak MOXHO CKopee nocne
TPEHMPOBKM [16].

B npoBegeHHOM B Hay4HOM LEHTpe 340pOBbS AETEN
(HU3[) cpaBHUTENbHOM UCCefoBaHUM Oblla M3yvyeHa
3bdEKTUBHOCTb NPUEMaA B Ka4eCTBE HYTPUTUBHOW NOAAEPK-
KW KOMMJIEKCHOIO MPOAYKTa, coAeprKallero 6efiku, Xupbl v
yrneBoAbl, BUTaMUHbl U MUHEpaibHble BellecTBa. B uccne-
[I0BaHWK, B KOTOPOM yyacTBoBanu 35 aeten B Bo3pacTe
or 10 go 17 neT, 3aHUMAWOWMUXCA B [JETCKO-IOHOLIECKUX
CMOPTMBHbIX LWKONAaX M Yyunuuwe ONMMIMUUCKOro pesepsa
r. MockBbl (21 U3 HUX — CMOPTCMEHbI LIUKIUYECKUX BUAOB
crnopTa), NpPoAeMOHCTpUpoBaHa 3PPEKTUBHOCTb M30Kaso-
PUMHOrO c6anaHCMPOBAHHOIO XWAKOro NPOAYKTa Ha OCHO-
BE MOJIOYHbIX GE/IKOB POCCUMCKOro MPOM3BOACTBA. [eTam
Ha3Havyanu NpPoAyKT B o6beMe 1-2 nopuum (4T0 COOTBET-
cTBOBano 8—16 r 6eska) B 3aBMCMMOCTM OT BO3pacTa, 06be-
Ma GU3NYECKON Harpy3Ku U HYTPUTUBHOrO cTaTtyca. [MpoayKT
NPUMEHANN B TeYEeHUE MepBOro yaca Mnocfie TPEHUPOBKM.
B 3aBucrMMoCTM OT BMAa criopTa, Bo3pacta U nona pebeH-
Ka npuem ogHon nopumn npoaykta (200 mn) noKpbiBan oT
6 ao 10% noTtpebHOCTM B 6enke 1 oT 5 Ao 14% notpebHo-
CTM B BMTaMMHaX U OCHOBHbIX MUKpO3anemeHTax. OTMevyeHo
NONOXUTENbHOE BIUSHWE MPOAYKTa KaK Ha cocTaB Tena (yBe-
JINYEHNE aKTUBHOM KNETOYHOW MacChbl B MPOLEHTHOM OTHO-
LWEeHWN NO JaHHbIM BMOMMNELaHCa K KOHLY NepBoro Mecsua
OT Havana uccnefoBaHus), Tak U Ha NCUXONOrMYECKHUE NOKa-
3aTeNin B BOCCTAHOBUTENbHOM Mnepuoae nocne puanyeckon
Harpy3Ku Nno CpaBHEHUIO C KOHTPOJIbHOW rpynnon [17].

M3BecTHO, 4TO 3a cyeT MeTabo/IMYECKOro CUHEeprus-
Ma HyTpueHToB 3ddEKT Lenoro npoaykra oOTiMyaeTcss oT
CyMMapHoro adpdeKTa ero coctaBnsIoLIMX, MOITOMY 3HAYU-
TeNbHbIN MOJIOKUTENbHBIN 3GdEKT, MONYYEHHLIN B AAHHOM
nccnefoBaHMM, BO3MOXHO, OOBACHAETCA KOMMIEKCHbIM
BMSIHWEM MONHOLLEHHOro cbanaHCMpPOBaHHOIO MPOAYKTa,
cofeprKallero Bce MaKpOHYTPUPEHTHI, a TaKxe Habop BUTa-
MWHOB Y MUHEPaJIbHbIX BELLECTB.

KUPbI B COCTABE PALIUOHOB CNMOPTCMEHOB,

TPEHUPYOLUUXCH HA BbIHOCJ/IUBOCTb

CyuTaeTcs, 4YTO YKMBOTHbIE XXWMPbl AO/IKHbI COCTaBNATb
65-80%, a pactutenbHble — 20-35% oT 06Lero Koamye-
CTBO NOTPEeONAEMbIX KMPOB.

B uenom gns cnopTcMeHOB, TPEHMPYIOLMXCS Ha BbIHOC-
JIMBOCTb, MOXET ObITb PEKOMEHOBAHa AneTa, KoTopas cooT-
BETCTBYET OCHOBHbIM PYKOBOACTBaM MO MULLEBLIM UpaM:
25% oT obwen KanopumHOCTM paumoHa. OgHako cyule-
CTBYIOT MOAXOAbI, KOrAa C Lefiblo yBEeNUYEHUS SHEPrOEMKO-
CTW pauMoHa OeryHbl Ha [A/IMHHbIE AUCTaHUMKU NOTPe6nsnu
27-35% 3Hepruu 3a cyeT Xupa, NnpodeccuoHanbHble BENO-
CUNEeAUCTbI, yHacTByoLWME B ASIUTENbHbIX FTOHKAxX, — NpUMep-
HO 27% 3Heprum [3].

Mpepnen, 4O KOTOPOIo XWPbl BMECTE C yrieBogaMu MOryT
BO3MECTUTb 3HEepreTMyeckue 3artpatbl MbIWEYHOM TKa-
Hen, 3aBUCUT OT AJIUTENbHOCTU U WHTEHCUBHOCTM Harpys-
K. N3BECTHO, 4TO CTUMYNSALMSA OKUCIEHUS 3anacoB Xupa
(nMnonus) npoucxoaut nocne 15-20 MWUH Harpy3ku Ha
BbIHOC/IMBOCTb. [1pK 3TOM MpoLEecc yTUIn3aLmmn XXUpoB xapaK-
TepuayeT 60ee HU3KUIA NO CPaBHEHUIO C YrIeBOAaMMU ypo-
BeHb BbIpaboTKN ATD Ha eamHuLy Maccbl U 6051ee BbICOKYO
noTpebHOCTb B KUcnopoae. Tak, Hanpumep, M3BECTHO, YTO
ONS MOMHOrO OKUcneHus 1 MoneKynbl MoKO3bl TpebyeTcs
6 MONeKyn Kucnopogda, a Ans NofHOro OKUCAEHUs nasibMu-
TUHOBOM KUCNOTbl — 26 MONeKyn Kucnopoga. Mo aton npu-
YUHE MpPU AUTENbHOW Harpy3Ke noBblleHHas NoTpebHOCTb



B KUC/TIOPOAE A/151 OKUCTIEHUS XUPHBIX KUCNOT MOXET YCUITUTD
HanpsxeHne cepaevyHO-COCYAUCTON CUCTEMbI, YTO SABAAET-
Cs IMMUTUPYIOLMM DAKTOPOM B OTHOLIEHWUU ANUTENbHOCTH
Harpysku [18, 19]. HecmoTps Ha To, 4TO, KaK 06cyxaanocb
Bbllle, N3ObITOYHOE MOTPEBEHNE HUPOB MOXKET YBEUYM-
BaTb Harpy3Ky Ha cepaeyHO-COCYAMCTYIO CUCTEMY BO BpeMs
PU3NYECKUX yNpaXKHEHMI, MOKa3aHOo, 4YTO ANETA C BbICOKUM
notpebneHnem xupa y crnoptcmeHoB (4o 58% oT obuwen
KaNlOpMMHOCTM) He BeAeT B AafbHENLWEM K MOBbILEHUIO
pUCKa pa3BUTUSA cepaevHO-cocyancTbix 3a6oneBanum [20].

MpoBoANIUCE UCCNeAoBaHUSA C MCMOJIb3OBAHUEM T[OJ/10-
[JaHWs C LENbio YCUIEHUSA OKUCIEHWUS XMPHbIX KWUCAOT Mo
CpaBHEHWIO C yrneBodamu Mpu Harpyske. M xota ronoga-
HMe Crnoco6CTBOBASIO OKUCIEHMIO MPHbIX KUCNOT BO Bpems
Harpy3Ku, 04HaKo BIMSAHWUSA Ha ApYyrue noKkasaTtenn oTMEYEHO
He 6bl10 [21]. TakKe M3yyanocb BUSHWE AMET C HU3KUM
cofepxaHWeMm yrneBoAoB M BbICOKMM COAEPXKaHMEM XUPOB
Ha BbINOMHEHWE GU3UYECKUX YNpPaXKHEHUM M 3anacbl K-
KoreHa. 9T MaHUNynauuMK C AMeTamMu He [anu Kenaemblx
30 (EKTOB B OTHOLIEHUM 3anacoB MbIWEYHOrO [JIMKOreHa,
paboToCNOCOOHOCTM U NMOKa3aTeNen BbIHOCAUBOCTH [22].

B 90-e rr. XX B. uccnegosann 3apOeKTMBHOCTb TaKMUX
KPaTKOBPEMEHHbIX ANETUYECKUX MAHUMNYAALNNA, KaK XUPo-
Bas Harpyska, An1s NnoBblLEHWUS CMOPTUBHbLIX NOKasaTtenen
3a CYeT YCUJIEHUSA OKUCIIEHUSA XMPOB U OCNabNeHUs OKUC-
NIEHNs YrNeBOAOB Yy CNOPTCMEHOB, BbIMOMHAOWMX Harpys-
Ky Ha BbIHOCIMBOCTb [18]. YcTaHOBNEHO, YTO AnUTeNbHas
afjantaumMsa K guete, 6oraton Xupamu, MOXKET Bbi3BaTb
ajanTtauuto metabonmama u/unn Mopdonornyeckne name-
HEHWS, KOTOpble, B CBOIO O4Yepedb, CMOryT OKa3aTb BUSA-
HMEe Ha CnopTMBHblIe NoKazaTtenu [23]. 3Tta agantauus K
MULLEBBIM XXMPaM MOXET acCoLMNpPoBaThCs ¢ GepMeHTaMu
OKMCNEHNS XMUPHbIX KUCAOT. CunbHasa cBA3b 6Gblna 06Ha-
py)KeHa Mexay aKTMBHOCTbi 3-oKcuauun-KoA-germapo-
reHasbl U NOTPEBSEHNEM W OKUCIEHMEM MUPHbIX KUCNOT
[24]. OgHaKo, HecMoTps Ha 3Ty ajanTauuto, Bbl3BaHHOE
TPEHUPOBKOW MOBbIWEHWE MOKa3aTenen BbIHOCIMBOCTH
NpU YCUIIEHHOWN XWPOBOW AMETE HECPABHUMO C Habnoaa-
eMbIM MpU BbICOKOYrNeBOAHOM AneTe. B HacToslee Bpe-
M$i UCMOMIb30BaHNE BbICOKOXMPOBbLIX AWET Y CNOPTCMEHOB
BCE YXe NPU3HaHO HelenecoobpasHbiM, B NEPBYIO o4epeb
13-3a BO3HMKaloLLero aunaosa [25, 26].

[TOMMMO NNacTMYECKON W IHEepPreTMyecKon OGYHKLUMK,
XMPbl BAUSAIOT HA YCBOEHME }MPOPACTBOPMMbIX BUTAMUHOB,
a TaKXXe [OoKa3aHo, 4TO B MPUCYTCTBUU XMPOB NOBbILIAETCS
YCBOEHWE aMUHOKKCNOT [27].

HeKkoTopble CnopTCMEHbI, 0COBEHHO TpeHupyloLwmnecs
Ha BbIHOCMBOCTb, MbITAOTCA CHU3WUTb COAEPMKAHWE XKUPOB
B AuWeTe C TeMm, 4ToObl yBENUYUTb NMOTpebieHne yrneBoaoB
W MOBbICUTb 3anacbl MMWKOreHa, OAHaKO AN MOMOAbIX W
IOHbIX CMIOPTCMEHOB AMETLI C HU3KUM COAEPIKAHUEM KUPOB
MOFYT HE COOTBETCTBOBAaTb TPeO6OBaHMAM pocTa U Pa3BUTUSA
opraHuaMa v 3HepreTMyecKnm noTpebHOCTAM A1 XOPOLLMX
nokasaTesnien BbIHOCAUMBOCTU [28, 29]. Kpome Toro, nuTaHue
C HU3KMM COAEpPIKaHUEM XMPOB B TeyeHWe AJIUTENbHOro
BPEMEHW MOXET Cnocob6CTBOBATb Pa3BUTUIO Y CMIOPTCMEHOB
aednumnTa He3aMeHUMbIX HUPHbIX KWUCIOT M XKMPOpacTBO-
PUMbIX BUTaMMHOB, a TaKXe BbI3blBaTb FOPMOHasbHblE
HapyLeHUs.

Y ¥EHLLMH-CNOPTCMEHOK AWETHI C O4EHb HU3KUM COAEp-
YaHWEM XKUPOB MOTYT 06YCIOBUTb MEHCTPYaJIbHYIO ANCHYHK-
LMIO U HapyLWKTb B ByayLleM penpoayKTUBHYIO CNOCOBHOCTb

[29]. Y MyXX4YMH-CNOPTCMEHOB NpPU TakoW AneTe HabngaeTcs
HU3KWI YPOBEHb TECTOCTEPOHA B CbIBOPOTKE KPOBW, 4TO,
B CBOIO 04epenb, MOXKET CKa3aTbCs Ha MX PenpoiyKTUBHOM
GyHKuMK [29]. BBMay aTOro B HacToslllee BpeMs B AETCKOM
CMOPTMBHOM MpaKTuKe, a TeM 6osiee B LUMKIMYECKMX BUAaX
crnopTa, rae Bonpoc KOHTPOAS Macchbl Tefla He CTOUT OCTPO,
AMETbI C O4EHb HU3KMM COAEPKaHMEM KUpa KaTeropuyecku
HEe PEKOMEH0BaHbI.

YIMEBOALI B MTUTAHUU CNTOPTCMEHOB

LUK/IMYECKUX BUAOB CMNOPTA

Mpn 3aHATUSX LIMKIIMYECKMMU BUAAMM criopTa cyMmap-
Hble 3aTpaTbl IHEPTUN AN Pa3BUTUS BbIHOCIIMBOCTU 3HAYM-
TeNnbHO 6osblle, YemM B APYrux Buaax cnopTa. Ha TpeHupo-
BOYHbIX 3aHATUAX OHWM MOTYT cocTaBnsATb 4000-6000 KKan,
a B [HW COpeBHOBaHWM — elle 6onblue. B ¢BA3KU C 3TUM
PEKOMEHYETCA YBE/IMYEHUE KPATHOCTM MPUEMOB MHULLM
[0 5-6 pa3 B AeHb. OCHOBHOWM paLMOH AOMIKEH ObITb yrie-
BOJHOM HanpaBfIEHHOCTU, T.€. YrNeBOAbl AO/MKHbI COCTaB-
NSTb, NO MHEHMIO Pa3HblX aBTOpoB, oT 60 a0 70% oT obuiewn
KaNopuUMHOCTU paumoHa [2, 3, 30].

3HayeHue yrneBoAoOB AN BOCMOMHEHMS 3anacoB K-
KOreHa B [1HW, NPEJLLECTBYIOLNE COPEBHOBAHUAM, TpeGyto-
MM BbIHOCIMBOCTU, XOPOLLO n3BecTHO [31]. CyuTaetcs, 4To
YyBCTBO YCTaNOCTW, CBA3AHHOE C MEPETPEHUPOBAHHOCTLIO,
MOXHO YaCTUYHO OTHECTM Ha CHET CHUXKEHHbIX 3aMacoB IMn-
KoreHa [32]. UcToleHne 3anacoB MMnKoreHa Bo Bpems Tpe-
HUPOBKM MOXHO NPefOTBPaTUTb BbICOKOYIIEBOAHON AMETON
N NEPUOANYECKMMM AHAMM OTAbIXa.

B T0 >ke BpeMsi NoKa3aHo, YTO NOC/Ee UCTOLLAIOWMNX [n-
KOreH TPEHWPOBOK MbllWLbl 60NEee aKTMBHO CO3AatoT 3anachl
rnuKkoreHa. Tak, B uccnegoBaHWK, B KOTOPOM CpaBHWBaM
pasHble PeXnMbl TPEHUPOBOK, OblN cAeNlaH BbiBOJ, YTO Tpe-
HMPOBOYHbIE HArpy3Ku B YCMOBUSAX CHUXKEHHOrO coaepa-
HUS TMKOreHa ynyyllaloT aganTaumio Mbllil, K GU3MYECKON
Harpy3ke [33]. B cBA3K € 9TMM CyLEeCTBYIOT crnelmanbHble
TPEHUPOBOYHbIE pPeXUMBbl «train — low, compete — high»
(MMeeTcs B BUJly HU3Kas U BbICOKas yrieBoAHas HanpasfeH-
HOCTb paLMoHa), HanpaB/ieHHble Ha MOBbIWEHWE BbIHOCIN-
BOCTM MbILLIL, B NEPUOA COPEBHOBAHMM.

HenocpeacTBeHHO nepes HayaloM Harpy3Ku PEKOMEH-
ZyeTcst NpUeM yrneBoAHON MWLM, B 3aBMCMMOCTH OT 06bema
HarpyskuM M MOroAHbIX ycnosumn. Tak, nepen WHTEHCUBHOWM
AMTENbHOM NbIXKHOM FOHKOW MOAPOCTKY NOoTpebyeTcs OTHO-
cuTenbHo 6osiee KanopuinHas nuila, cogeprauwas go 200 r
yrneBoaoB v Bbiwe. OHa ynydylaeT nokasaTenu nytem 6onee
ObICTPOr0 OKMUCEHUS YINEBOAOB B KOHLLE AUCTaHuuK [34].

AOTALMA YINMIEBOAOB HENOCPEACTBEHHO

BO BPEMSl U MOCJIE ®U3UYECKOHN HATPY3KHU

MoTpebneHue yrneBoLoB BO BpemMs GU3NYECKON Harpys-
KW yBENMYMBAET KOHLIEHTPALMIO [IOKO3bl M UHCYIMHA B KPO-
BW, B pe3y/abraTte 4ero nocTynieHue [oKOo3bl B CKenet-
Hble MbllLbl yBennymBaetcs BaBoe [35, 36]. Pe3dynbrathl
HEKOTOPbIX UCCNe0BaHUI NOATBEPKAAIOT, 4TO NoTpebaeHne
YyrNeBOAOB B TeYeHWEe AIUTENIbHOM Harpy3KM MOXET JaBaTb
3Ha4YUTENbHOE MPEUMYLLECTBO Bnarofaps NoTeHUManbHOMY
pecuHTesy ruKoreHa. Kak Bpems, Tak n Temn notpebnexHus
YyrneBOOB BO BPEMS HArpy3KW MOryT BAMATb Ha NOKa3aTtenu.
YcTaHOBMEHO, YTO yrneBoAHble J06ABKN B TeYeHWe ANIUTENb-
HOW Harpy3ku Ha BbIHOCAMBOCTb KaK MMHUMYM 3a 15 MWH
[10 HaCTynaeHUs yToMneHns abPEKTUBHbBI AN €ro 3afepKKu
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[36]. 3T1 AaHHblEe MO3BOMAKOT CYMUTATb, YTO AN YAy4lEeHUs
CMOPTMBHbIX NOKa3aTenen Heobxoaumo MuHumym 45-60 r
[IOMONIHUTENbHBIX YINEeBOAOB B TeYeHWe nepuvoaa AnuTeNb-
HOM Harpysku [36].

lMoKasaHo, 4YTO BENOrOHLIMKK, KOTOpble NMOTPEGNSIN BO
BpeMs YMEPEHHOW Harpy3ku HanuTKW, oboralleHHble yrne-
BOJAMM, YAYYLIMAM CBOM MOKazaTtenu. [pn 3ToM ycTaHoB-
JIEHO, YTO [/IOKO3a B KPOBM MOXET OKMCNATbLCS ¢ 6OMbLLION
CKOPOCTbIO BO Bpemsl cnabon, yMEpeHHOW W ANUTENbHON
Harpy3Kku, u notpeb6reHHble YINEBOAbI ABASIOTCS CyLLIECTBEH-
HbIM MCTOYHMKOM 3HEPIMKU AN CKeNeTHbIX Mbiwy, [35]. 3Tn
[aHHble MOTyT 6bITb 9KCTPaNoOMPOBaHbl U Ha CMOPTCMEHOB
OPYruX UMKIMYEeCKMX BUaoB crnopta [36].

Han6onee uenecoo6pa3HO WMCMoMb30BaTb YraeBoabl
B COCTaBe HanWTKOB, MOCKOJ/bKY OAHOBPEMEHHO pellaeT-
ca BOMNpoC pervapataunn. IddeKTMBeH NpUem yrneBoa-
HbIX HANMUTKOB B Nepuog GU3NYECKOWN Harpy3KM U3 pacyeta
90 r yrneBofoB B 4ac, 4To cootBeTcTBYeT 750 Mn 12% mnu
1,5 n 6% HanuTKa [37].

O6bI4HOE cofepKaHWe YrneBoAoB B CMOPTUBHbLIX HAMUT-
Kax, NpeAHa3Ha4YeHHbIX A1 pernapataumm U BOCNONHEHUS
3anacoB yrnesoaos, coctasnser 60-90 r/n, npu 3aTom
NMoKas3aHo, YTO COYETAHWE MOKO3bl U GPYKTO3bl MOBbILLAET
yCBOEHWe yrneBooB Ha 8% [38].

[MononHeHre 3anacoB MEYEHOYHOrO0 M MbILEYHOro Mn-
KOreHa nocfie HanpsXeHHON ABUraTe/bHOM aKTMBHOCTU —
pellalowmnin GaKkTop A1 TPEHUPOBOK Ha BbIHOCIMBOCTb.
MonaratoT, 4TO CywecTByeT BEPXHWK npeaen notpebreHus
yrneBofoB (B Avana3oHe 500-600 r B geHb), NpeBblWeHe
KOTOPOro mMaso BAMSAET Ha 3anachbl MWKOreHa 1 ynay4yleHue
CNOPTUBHbIX NokaszaTenen [39]. B tabn. 1 npuBeaeHbl opu-
EHTMPOBOYHbIE PEKOMEHAALMM NO NOTPeGNEHMIO YINEBOAOB
BO BpemMs GDM3NYECKON Harpy3Ku Ha BbIHOCIMBOCTb.

MmeloTea TakKe peKomMeHaauuu o npueme nuwun 1 pas
B TedyeHne 30 MUH nocne TPEHWPOBKM M eLle pa3 — B Teye-
HWe 1—-2 4 nocne TPEHUPOBKM AN BOCCTAHOBIEHUS MbllLIEY-
HOro rMMKOreHa v aHepruun. MNpegnoyTeHne otgaeTcs 6eKo-
BbIM W YrNeBOAHbIM NpoayKTam [41, 42].

CyuiecTByeT paf Nogo6OHbIX peKoMeHAaLUnn, 0aHaKo 6b1n10
npoBedeHO uccnegoBaHWe, B KOTopoe Bownav 29 cnoprt-

CMEHOB BbICOKOW KBanuduKauun B Bo3pacte 14-19 ner,
1 B KOTOPOM OLIEHMBANN, HACKOJ/IbKO TOYHO CMOPTCMEHbI Cre-
LyioT UM [16]. DaKTUYecKoe nNuTaHue CNOPTCMEHOB U NPUEM
MAKOCTM CpaBHMBaANM C PEKOMEHAAUMSMU, KOTopble MM
[aBanu: Npyu MHTEHCUBHON GU3NYECKOW Harpy3Ke B Npepbl-
BMCTOM pexunme B TeyeHne = 1 4 notpebneHne yrneBoaos
OOJIKHO 6bl/10 cocTaBUTb 1—4 r/Kr 3a 1-4 4 A0 TPEHUPOB-
kn, 30-60 r/4y — Bo Bpema n 1-1,2 r/kr B 4yac n 20-25r
6eflka — KaK MOXXHO CKopee noc/e TPEHUPOBKU. Y IOHOLEN
noTpe6aeHne yrneBonoB n 6enka 66110 6onee NPUBIUKEHO
PEKOMEHAYEMbIM 3HAYeHUsIM, Yem Yy AeBYylWeK. Tak, npu-
€M YrneBOAOB COOTBETCTBOBASI PEKOMEHAYEMOMY Y OHO-
len Ao TPEHUPOBKK B 78%, BO Bpems Harpyaku — B 18%,
nocfnie Harpyskm — B 68% cnydaeB. Y [OeBylIEeK MNpUEM
yrneBOAOB COOTBETCTBOBAJ PEKOMEHAYEMOMY 10, BO Bpems
M nocne Harpy3skun B 57; 29 n 43% cny4aeB, COOTBETCTBEHHO.
PekomeHaaumu no npuemMy 6esKa nocse Harpy3ku BbIMOMHS-
nm 73% toHowen M 43% peByllek. Hanbonee BbipaxeHHbIN
neduumnT yrneBogoB OTMeYasca BO BPEMS TPEHWPOBKM, T.K.
TonbKo 18% toHowen n 29% aesywek NoTpebnsnm Heobxo-
avMmble yrneBofbl B konndectse 30-60 r/u.

besycnoBHO, peKomeHaauuu no notpebneHunto yrneeo-
0B 710 ¥ MOC/e Harpy3Ku AO/MXKHbI OGblTb CKOPPEKTUPOBAHbI
C Y4ETOM WX CYTOYHOro MOTPe6neHus ¢ TeM, YTobbl Cym-
MapHbIA NpPUEM YrNeBOLOB He MpeBbllWan YyCTaHOBAEHHble
HOPMBbI.

G®AKTUYHECKOE NUTAHUE U OBECNEYEHHOCTb
MUKPOHYTPUEHTAMM Y CIOPTCMEHOB,
3AHATHIX B LUK/IMMECKUX BUAAX CIMOPTA
BuWTaMuHbl 1 MUHEpanbHble BewecTBa HeobxoanMMbl Ans
HOPMaJIbHOrO TeYEHUSA METAaBOIMYECKMX MPOLLECCOB U KU3HE-
[eATeNbHOCTN opraHn3mMa B LenoM. OHM y4acTBYIOT B MHOTO-
YUCNEHHbIX GUOXMMMYECKUX pPeaKLMsaX opraHu3ma, obec-
neynBas OU3MYECKYIO M YMCTBEHHYIO PaboTOCMOCOOHOCTb
YyesloBeKa M cnocobCTBYS YCTOMYMBOCTM OpraHM3ma K pasnuy-
HbIM 3a6oneBaHuAM. [locTaToyHas 06ecne4eHHOCTb BUTaMu-
HaMU U MUHEpanbHbIMK BELLECTBAMU — 3HaYnMbI GaKTop,
BNWSAIOWMIA Ha CMNOPTUBHble pe3ynbTatbl. CyllecTByeT MHe-
HWE, YTO CMOPTCMEHbI C WX MOBbIWEHHbIMW MOTPEGHOCTAMM

Ta6nuuya 1. PekomeHgoBaHHOE NoTpebaeHne yrneBogoB Ans NbiKHUMKOB [40]

Lienb HyTPUTUBHON NOAAEPHKKHU

MoTpe6neHne yrnesonoB

ONs TOHKK > 50 KM)

[nsa yyactus B 5—6-4acoBon paboTe yMepeHHOM MHTEHCUBHOCTH, ANUTENIbHOW U UHTEHCUBHOW.
OueHb BbICOKasi MOTPEGHOCTb B IHEPTUM, EXKEAHEBHOE BOCCTAHOB/IEHNE MbILLEYHOMO IIMKOreHa
1 NPOJOJIKaloLLeecs BOCNOSHEHWE IHEPTUM BO BPEMS YNPAKHEHU (NbIXKHUKAM-TOHLLUKaM

10-12 r/Kr v 6onee exeaHEeBHO

[na MaKcMMKU3aLmMK exxeaHEBHOr0 BOCCTAHOBIEHWS MbILIEYHOrO rMUKoreHa, Ytobbl yCUnuTb
ONUTENbHbIE eXXeIHEBHbIE TPEHUPOBOYHbIE 3aHATUS MU «<HArPy3UTb» MblLLLbl FIMKOTEHOM
[10 /IUTENTbHOIO0 COPEBHOBAHUS (IbBKHUKAM-FOHWMKaM ANna guctaHumi = 20 Km)

7-10 r/Kr exxegHEBHO

TPEHUPOBKM FrOPHOSbIXKHUKOB,/MPbLITYHOB C TPAMMIUHA)

[na ynoBneTBopeHns NoTpebHOCTEN B 3HEPIMU 1 06LLEero NUTaHua B NporpaMmme, TpedytoLlen
MeHblue aHeprun. Hanpumep, < 1 4 paboTbl yMEPEHHON UHTEHCUBHOCTU MM MHOMO YacoB paboThbl
NPeMMyLLLECTBEHHO MaSIOM MHTEHCUBHOCTH (KOPOTKAs AUCTAHLMA NbIXKHOM FTOHKM 6—15 KM,

5-7 r/Kr exxegHeBHO

[nsa ynyyweHnsa paHHero BOCCTaHOBEHUS, KOrga cneaylolias Harpy3ka 6yaet MeHee YeM Yepes
8 4, M BOCCTAHOB/IEHME YPOBHS MMMKOreHa MOXET 6bITb OrpaHnynBaiowMM GaKTopom

1 r/Kr cpasy nocne Harpysku,
NPOAOMKATL A0 MOJIHOTO HACLILLEHUS

[ns yBeNUYEHUS IHEPTUN AN ANUTENbHbIX 3aHATUIN (= 14) — NbIXHbIE TOHKK

1-4r/Kr 3a 1-4 4 fo Harpysku

3aHATUI MO CKOPOCTHOMY CMYCKY M MPbIXKKaM € TpammnanHa)

[na obecrnevyeHns AONONHUTENIbHOMO UCTOYHUKA YrNeBO4OB BO BpeMs AJIUTENbHON Harpy3Kku
YMEPEHHON MOLLHOCTU U UHTEHCUBHOW Harpy3Ku, 0COBGEHHO B XapKKX YCI0BUSX UAKN Koraa
3anacbl 3HEPrMu [0 Harpy3Kku cybonTumasnbHbI€ (JibXXHas roHKa 1 BO BPEMS TPEHUPOBOYHbIX

30-60 r/4 B cOOTBETCTBYIOLLEN
dOpMe KUAKOCTU UK NPOAYKTa




B 9HEPIrMM M OCHOBHbIX HYTPUEHTax ynoTpebnstoT 4OCTaTO4YHO
BUTAMMHOB M MWHepanbHbIX BellecTB. OfHaKO pe3y/bTaThl
uccnefoBaHU He COOTBETCTBYIOT 3TOMY MPELNONOXKEHMIO.

M3yyeHne ¢daKTU4eCKoro nuTaHWS OHbIX MJIOBLOB B
McnaHum [43] nokasano, Y4To Ux paumoH gednumnTeH No Kano-
puiHocTH. MNpu aTOM Ha bOHe N3BLITOYHOIO KonnyecTaa 6en-
Ka B pauuoHe y nioBLOB 060ero nosia MMeNo Mecto Heao-
CTaTo4yHoe noTpebrieHnMe KapoTWHOB, BuTamuHoB A, E, D,
donunesom Kucnotbl. Kpome Toro, y AeBYLIEK ObIN0 OTMEYEHO
HefocTaTo4YHOEe noTpebneHue xenesa M Kalblusa U BMecTe
C TeM 3Ha4yuTeNbHO 60/1E€ BbICOKOE MO CPaABHEHMWIO C LOHO-
WwamMun noTpebneHne MNONMHEHACHIWEHHbIX XUPHbIX KUCMOT.
Mpu 3TOM coaep)aHue xenesa, a TakKe BuTamMnHoB C 1 E
B Nnia3Me KpoBM 6bl/10 HOPMasbHbIM.

MpoBeaeHHasa B HL3/ oueHKa GaKTM4ecKoro nuTaHus
86 1oHbIX CNOPTCMEHOB B Bo3pacTe 7—18 net (B T.4. 55 nnos-
LLOB) MOKaszana, 4YTo peanbHOe MoTpebGlieHMe Kak Makpo-,
TakK U MUKPOHYTPUEHTOB 3HAYUTENIbHO OT/IMYANIOCh OT PEKO-
MeHayembix Hopm [44]. C60p AaHHbIX B 3TOM MccnegoBa-
HWUW MPOBOAUIICA aHKETHO-OMPOCHbIM METoAOM 3a 5—7 cyr,
GaKTUYEeCKMMN paLMOH OLEHMBANU Mpu MOMOLLM KOMMbO-
TEpPHOM MporpaMmbl B COOTBETCTBUM C MHAMBUAYabHbIM
YPOBHEM 3Hepro3aTtpaT pebeHKa. JedbununTt aHepreTmyeckomn
LIEHHOCTU paLMOHa Pa3NMYHON CTENEHMW BblParKEHHOCTU Bbin
OTMEYEH MOYTU Y NOMOBUHbI AETEN, Yalle — B CTaplUen BO3-
pacTHow rpynne. Mpu 3ToM B 6ONIbLUIMHCTBE ClyYaeB NUTaHWe
6blN0 pa3banaHcMpoBaHO NO psy HyTpuMeHToB. Hawnbonee
4acTo OTMeYasu HefocTaTovyHoe NoTpebneHne 6enka, nonu-
HEHACBILWEHHbIX XWUPHbIX KUCMOT, KanbLMsS M M36bITOYHOE
NOCTYMNEHUE HACbILLEHHbIX XMPHbIX KACNOT. AHANU3 NPUYUH
HeageKBaTHOro NUTaHWS NOKa3all, YTO OCHOBHbIMU dhaKTopa-
MW SIBASIIOTCS MHTEHCMBHOCTb TPEHMPOBOK, 3aTpyAHsolas
cob6ofeHne HEOOXOAMMOro peXnuma npuema nuuin (npakx-
TUYECKM Y BCEX AeTeN); usbupatesbHbli anneTuT (NuLiesble
NnpeanoyTeHnss — Korga pe6GeHoK He NoGUT onpeaeneHHble
NPOAYKTbl) — B 67% cny4yaeB; NuLLIeBas anneprus unm Hene-
peHocuMocTb — Y 22% aeTen.

Mo paHHbIM 3apybGexHbix uccnefoBaTenen, Ons IoHbIX
NIOBLIOB XapaKTEPHO AOCTAaTOYHOE CoAepKaHue B paLnoHe
ButamnHoB A u C, HepoctaToyHoe — BuUTamMuHa E; gan-
Hble 0 NoTpeb6eHnn BUTaMMHOB rpynnbl B npoTMBOpeYmBhI
[45, 46]. UMeloTcs AaHHble 06 afeKBaTHOM YPOBHE BUTaMu-
Ha C u BuTaMKnHa E B cbiBOpOTKE KpoBHU [47].

OueHKa GaKTUYECKMX PaLIMOHOB CMOPTCMEHOB aHaNUTU-
YeCKMMKU MeTogaMu Bonee TpyLoeMKas, HO faeT 6osee Tou-
Hble pesynbrathl. TaK, Hanpumep, B uccnegosaHuu J. Czaja u
coaBT. [48] 6bIN10 NpoaHaNU3MPOBaHO COAEPXKaHWE MarHus
1 BUTaMKUHa Bg B CYTOUHBIX paLlMOHax NOAbCKUX CMOPTCMEHOB.
KoHueHTpaLuio MarHua u BuTaMuUHa Bg onpepensnu cnek-
TPOMETPUYECKM B 62 COOPaHHbIX 1 12 peKOHCTPYMPOBAHHbIX
CYTOYHbIX paLMOHaAX MUTaHUSA AeTeln BbICOKOM CMOPTUBHOM
KBanuduKkauuun. Nccnegyemble paLmoHbl AeBYLLIEK-CNOPTCME-
HOK cogepxanun 256 + 111 mr mardmnga u 2,04 + 0,63 mr
BUTaMUHa Bg, a MyunH — 284 + 58 n 2,12 + 0,68 wr,
COOTBETCTBEHHO. Pe3ynbTaTbl AaHHOIMO0 UCCNEeAoBaHUs Mpo-
JEMOHCTPMPOBASM HEOCTaTOYHOE COMlIEPHKaHME B paLMoHax
CNOPTCMEHOB MarHus, XoTs CyTO4HOe notpebneHne BUTaMu-
Ha Bg Haxoaunocb B npepenax peKomeHgyembix Hopm [48].
Mpy 3TOM pe3ynbTaThl KOMMbIOTEPHOrO aHanu3a 3TUX XKe
paumoHoB coctaBunm 159-181% OT 3HA4YEeHUN coaeprKaHus
MarHus u BUTaMuHa Bg, nony4eHHbIx nabopaTopHbIMU METO-
Jamu. bbino ycTaHOBEHO, YTO KOMMbIOTEPHbIV aHaNn3 paLy-

OHOB MOXET [aBaTb 3aBbllUeHHbIe MoKasaTenn no MUKPO-
HYTPUEHTaM M3-3a 60/1ee HU3KOro COAEpPrKaHUS BUTaMUHOB
N MUKPO3IEMEHTOB B 0BOLLax 1 GpyKTax.

HepoctaToK BWMTaMMHOB Yy 6GONbLIMHCTBA AETEM HOCUT
coyeTaHHbIN xapaKTep. Tak, B uccnefoBaHMmM No OLEHKe obe-
CMEeYeHHOCTH IoHbIX CMopTCMeHoB BuTamuHamu E, A, C, B,
N B-KapoTuHoM, nposefeHHom B HU3/ cosmecTHo ¢ HUN
nuTaHusa [49], NoKa3aHo, YTO Yy tOHbIX MI0OBLIOB HELOCTATOK
KaKoro-to OAHOro M3 MccnefoBaHHbIX MWKPOHYTPUEHTOB
(Kak npaBuio, BUTaMuHa B, nnn (B-KapoTuHa) UMen MecTo
B 31% cny4yaes. Jedunuut AByx BUTaMUHOB (Yalle Bcero B,
W B-KapoTuHa) Habnganca y 49% feten. Hegoctatok cpasy
Tpex 6MONOrMYEeCcKM aKTUBHbIX KOMMOHEHTOB (BUTamuHa E,
3-KapoTuHa 1 BUTaMUHOB A unu B,) ncnbitbiBanu 15% geten.
CnepyeT TaKkxXe OTMETWUTb, 4TO MUCCnefoBaHWe NPOBOAWIOCH
B CEHTAOPE—OKTAGPE — B Hayasie TPEHUPOBOYHOIO CE30Ha,
Korga 06ecneyeHHOCTb BUMTaMMHaMW MOcfe feTa AO/MKHa
ObITb MaKCMMaslbHOM, NO3TOMY OOBLACHUTL OBHaPYXKEHHbLIN
AedUUMT MOXKHO TONIbKO HEeAOCTaTOYHbIM MoTpebieHnem
JaHHbIX MMKPOHYTPUEHTOB, @ HE M3ObITOYHLIM WX PACX0Ao-
BaHWeM. OgHaKo B 9TOM e UccnefoBaHUM YCTaHOBWM, YTO
coepxaHne acKopObUHOBOM KUCMOTbl B KPOBW 6Gosee 4yem
y NOMIOBUHbI 06CeA0BaHHbIX AETEN HAXOAMIOCb Ha BEPXHEN
rpaHuLEe HOPMbI (T.€. 4OCTUrano NpeaebHOM KOHLEHTpaL MK,
KOTopas MOXET YAepXKMBaTbCs B KPOBW), YTO COOTBETCTBO-
Basio U36bITOYHON 06eCcneYeHHOCTU. ITO CBA3AHO C 06bIYHON
NPaKTMKOW Npuema AeTbMW BO BPEMS TPEHUPOBOK HamwuT-
Ka, cofepallero TonbKo oAuvH BUTaMuH C B KOMU4YecTBe,
B 1,5-2 pasa npeBblllalOWEM PEKOMEHLYEMYIO CYTOYHYIO
HOpMy noTpebneHus. Pe3ynstatbl 3TOr0 UCCNefoBaHUs Mno-
3BOJIFIOT 3aK/IOUYUTb, HYTO TaKylo NPaKTUKY cneayeT Npu3HaTb
HeafeKBaTHOM, MOCKO/bKY Ha MeTaboSM4YeCKMe CUCTEMbI
NIOXMUTCS HeonpaBAaHHas Harpyska.

AHanM3 nuTepaTypHbIX U COOGCTBEHHbIX AaHHbIX NMOKa3bl-
BaeT, YTO HefoctaTo4yHass 06ecnevyeHHOCTb BUTAaMUHaAMM
[eTel, 3aHUMaloLLMXCS BOAHBIM CMOPTOM, ABNSieTCd, B nep-
BYIO o4yepefllb, Pe3ynbraToM HeLOCTaTO4YHOro noTpebseHuns
3TUX MUKPOHYTPUEHTOB C MULLEN, @ HE TONIbKO NOBbIWEHHBIM
pacxofoBaHWEM 3TUX BUTAMUHOB B YC/NOBUSAX @KTUBHbIX
GU3NYECKUX Harpys3oK, COMPOBOXAANOWMUXCH YCUTEHUEM
NepeKnCcHoro okucnenus nunuaos [50, 51].

YcTaHoOBMEHO, YTO npu geduuute BUTAMWUHOB Yy CMOPT-
CMEHOB Ha 7-12% cHuXalTCa MaKcuManbHaa paboTo-
CNoco6HOCTb, noTpebneHne Kucnopoaa, BbIHOCAMBOCTD,
du3nyeckan cuna; NOBLILAETCH YPOBEHb JlaKTaTta B KPOBH,
a [OMNONHUTENIbHBIN NPUEM BUTaMUHOB JMLL@MU C CYOKIIMHU-
YEeCKMMU NPU3HaKamMu HeJOCTaTOYHOCTU BUTAMUHOB COMpPO-
BOXJaeTcs noBbllWeHnem pabotocrnocobHocTn [50, 52].
CylwecTBYIOT JaHHble O TOM, 4TO AedUUUT BUTAMUHOB pym-
nbl B MOXET oTpmuatTenbHO cKa3aTbCs Ha GU3NYECKMX NOKa-
3artensax [53, 54].

OueHKka obecnevyeHHOCTU LMHKOM MNOBLIOB BbICOKOM
CMOPTMBHOM KBanuduKauMu B pasinyHble nepuogbl noa-
rOTOBKM MNOKasana, 4To mMeauvaHa KOHLEHTpauun MUKPO-
3/IeMeHTa KaK B MnyiadMe KpoBH, Tak U B apuTpouuTax bbina
HUXEe HOPMaslbHOIO 3HA4YE€HWS Ha MPOTAKEHUM BCEX YHEOHbIX
nepuvoaoB: Kak B 6a30BOM TPEHMPOBOYHOM, TaK U B Moa-
rOTOBUTENIbHOM U COpEeBHOBAaTENbHOM nepuoge. 310 cBuie-
TEeNbCTBYET O TOM, YTO AedUUMT UMHKA CBS3aH He CTOJIbKO
C MOBbLIWEHHbLIM €ro pacxofoBaHWEM, CKONIbKO C HeaocTa-
TOYHbIM noTpebneHnem [55]. I3BECTHO TaKKe O BbICOKOWM
yacToTe geduunTa xenesa y 4eBoYeK-NIoBYmMx [56].
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0630p NUTepaTyphbl

TakuM 06pa3oMm, cropTcMeHaM Heo6XxoAuM [AOMOJHU-
TeNIbHbIM NPUEM BUTAMUHOB U MUHEPasbHbIX BELECTB B BUAE
o6oralleHHbIX NPOAYKTOB, c6anaHCUPOBaHHbLIX BUTAMUHHO-
MUHEpPanbHbIX KOMMJEKCOB NPW COAEPKAHWW BUTAMMHOB
He Bblwe 100% OT CyTOYHOW HOPMbl NOTPEBNEHUS, a TaKKe
ONTUMasnbHO MCNOJSIb30BaTb MPOAYKTbI U KOMMIEKChl, OPUEH-
TMPOBaHHblE Ha CMOPTCMEHOB, CO CheLuanbHO nogobpaH-
HbIM COOTHOLUEHUEM MUKPOHYTPUEHTOB. [ BOCMONHEHUS
umelowmxea AeduuMToB HEeOOXOAUM LeneHanpaBiieHHbIN
npMemM BUTAMUHHbIX U MUHEpPanbHbIX NpenapaTtos [57].

Tak, B NnaueboKOHTPONNPYEMOM UCCIeAoBaHWK, NpoBe-
neHHom B HLU3/ coBmecTHO ¢ HUW nuTaHus, npoaeMoHCTpu-
poBaHa BO3MOXHOCTb KOppeKuun aeduuuta BUTaMUHOB
nyTem BK/OYEHUS B PaLMOH CrneuuanbHOro CnopTUBHOIO
BUTAMWHHO-MUHEPaNbHOrO HamnuTka POCCUMMCKOro NPou3-
BOACTBa, coaepxauiero 13 BUTaMMHOB B A03ax, COCTaB-
naowmx 28-94% o1 BO3pacTHOM HOPMbl MX NOTPEONEHUS,
a TaKxe yrnesofbl. HanWToK MCnofib30oBaiuM B KOMMJIEKCe
MEeponpuUATUIA MO pernapaTaumm B TPEHMPOBOYHOM nepuoge
B npouecce 1 nocne Harpysku. lpyem getbMv BUTAMUHHO-
MUHEpPanbHOro HanuTka Ha npoTsxkeHun 20 aHen conpo-
BOXAanca Hopmanu3aumen KOHUeEeHTpauuu ButamuHa C B
CbIBOPOTKE KPOBM, TEHAEHUMEN K YyNydleHWio obecrneyeH-
HOCTW BUTaMWUHOM E 1 OCTOBEPHO yny4ylwan o6ecneyeHHoCTb
o6cnenyemMblx jeten B-kapotuHom [49].

MUTLEBOM PEXXUM

Cyutaetcs, 4To 06e3BOXMBaHUE, paBHOe 2% Macchl
Tena, y)Ke CKa3blBaeTCs Ha CMOPTUBHbIX MOKasaTtensx [15],
a notepsa 5% Macchbl € XXUAKOCTbIO CHUXKaeT paboTocnoco6-
HocTb Ha 30% [58]. HecmoTpsa Ha TO, YTO NnaBaHWe — 3TO
du13Myeckaas aKTMBHOCTb B BOjJe, HaAWMOONbLUWA PUCK AN
rnoKasaTtenen nnoBUA CBA3aH C noTtepen »Kuaxoctu [59].
CumnTaetcs, 4To 06e3BOXKMBAHWE MOXKET HaCTynuTb nocne

30 MUH nnaBaHus. Takue daKTopbl, KaK Tennaa Boda 6ac-
CeilHa, BbiCOKasi TemnepaTypa WM BbiCOKas Ba)XHOCTb
BO3AyXa, MOTYT YCUUTb PUCK OOE3BOXKMBAHUS WU YXYALUTb
noKasaTtenu gaxe camblx NOAroTOBAEHHbIX N1oBLOB [60].

B nposegeHHom B HL3/[, uccnegoBaHun coctaBa Tena
IOHbIX CMOPTCMEHOB OblI0 MOKa3aHo, 4YTO coAepKaHue
o6lien BOAbl B OpraHn3Me IOHbIX MA0BLOB, MO AaHHbLIM
6vommnegaHca, 6bi/10 CHUXKEHO y AeBOYeK B 16% cnyyaes,
y Manb4ymMKkoB — B 17% [49].

Bo nsbexaHune pucka pa3BuTUS aernapatalmm u CHuxe-
HUSA GU3MYECKOM paboTOCNOCOBHOCTM CNOPTCMEHaM LMKIIU-
YEeCKUX BUAOB cropTa Heo6x0AMMO UCMNONb30BaTh BO BPeEMS
W nocne TPEHUPOBKM (COpeBHOBaHMSA) HEGONbLUMMMK MOPLIU-
AamMu yeped 10—15 MUH CNOPTUBHbLIE HAMNWUTKK, COAEPKaLLne
YrneBOAbl U ANEKTPONUTLI, YTO 60/1ee NPEANOYTUTENBHO, YEM
ynotpebeHne ToNbKo oaHOM Boabl [61]. a5 Harpy3Kku, KOTo-
pas anutcs 6onee 60 MUH MM NPOUCXOAMT B XapKyto Moroay,
NS BOCMONHEHUS 3HEPTUM WU INEKTPONUTOB PEKOMEHAO-
BaHbl CMOPTUBHbIE HAMWUTKW, coaepalme 6% yrnesoaoB
n 20-30 Mr-aKkB/n HaTpua xsiopuaa [62].

B 1abn. 2 npvBeaeHbl peKkoMeHAauMu No MUHUMaSb-
HOMY MOTPEBGNEHUI0 KMAKOCTM BO BPEMS Harpysku ans
[ETEN-CMOPTCMEHOB, pa3paboTaHHble CEKLMEN CMOPTUBHOM
MeaMLMHbl neguMaTpuyeckoro obulectBa KaHagbl (Canadian
Paediatric Society, Paediatric Sports and Exercise Medicine
Section). bonee nogpo6Hble peKOMeHJaLMM B 3aBUCUMOCTH
OT A/IMTENbHOCTU Harpy3ku C OPUEHTUMPOBOYHBIM AManaso-
HOM, KOTOPbI 3aBUCWUT B OCHOBHOM OT MOMOAHbIX YCOBUNA,
npeacTaBieHbl B Tab. 3.

OLeHKa HYTPUTUBHOrO cTaTtyca U KOHTPO/b 3bdEKTUBHO-
CTU OMETONOrMYECKMX MEPOMPUATUMI MOTYT OCYLLECTBAATLCS
KaK Mo pe3ynbraTaM aHTPOMOMETPUYECKMX MOKa3aTenewn,
Tak 1M 6onee yrny6neHHO — No AaHHbIM GUOMMMEAaHCHO-
ro aHanusa [49] u NcUxodU3NONOrMYECKMM MOKa3aTeNnam.

Ta6nuua 2. PekomeHayemoe MUHUManbHOE NoTpebeHne XXUAKOCTU BO BPEMS U NOC/E TPEHUPOBKM (MCX0As U3 pacyeTa 13 M1/Kr BO BpPeMS

TPEHUPOBKU U 4 M/1/KI Nocne Hee)

25 325 100
30 390 120
35 455 140
40 520 160
45 585 180
50 650 200
55 715 220
60 780 240

Ta6nuuya 3. OpMEHTUPOBOYHbIE 0GBLEMbI MOTPEBNEHUS KUAKOCTU NPU OPraHn3aumnmn NUTLEBOrO PEXMMA CNOPTCMEHOB [15]

B TeyeHne 1-2 4 nepen TpeHUPOBKOMN

Macca tena < 40 Kr: 85-170 mn
Macca tena > 40 kr: 170-340 mn

Bo Bpems TpeHMpoBKHU

Macca Ttena < 40 Kkr: 120 mn Kaxable 20 MUH
Macca tena 40-60 kr: 140-200 mn Kaxable 20 MUH
Macca tena > 60 Kkr: 230 mMn Kaxable 20 MUH

Mocne TpeHUPOBKH

500-600 M }MAKOCTU Ha Kaxabin 0,5 Kr noTepu Beca




BbuonmnepaHcHbIM aHann3 coctaBa Tena SBNAETCA O4HUM
M3 COBPEMEHHbIX MEeTOA0B MOP(ONIOrM4eCcKon U YHKLMO-
HaNbHOW AWMArHOCTMKM B CMOPTMBHOM meauuuHe. OTnnyu-
TelbHOM OCOBEHHOCTbID 3TOM0 MEeToJa MCCeaoBaHUsA aB-
NeTca BO3MOXHOCTb OnepaTtMBHOro o6cnefoBaHus CnopT-
CMEHOB B AMHaAMWKe BO BPEMS KaK OTAE/bHO MPOBOAMMOWN
TPEHUPOBKMU, TaK M Ha aTanax TPEHUPOBOYHOIO LUMKna [49].

Takum 06pa3om, COBpEMEHHas CrnopTMBHas TPEHUPOB-
Ka, HanpaBfieHHas Ha OOCTUXKEHMEe BbICOKWX pPe3ynbTaTos,
TpebyeT oT crnopTcMeHa 60/bLIOro, a UHOrAa NpeaesbHoro
HanpsKeHns GU3MONOrMYECKMX PE3EPBOB U MCUXUYECKUX
BO3MOXHOCTeN. [penenbHbll ypoBeHb GUIUYECKUX Harpy-
30K, COYeTaloWmNCs C BbICOKUM 3IMOLIMOHAsIbHBIM Hanps-
EHMEM, HacTo NPUBOAUT K NepeHanpsiKeHuto dbrusanonorun-
YECKMX CUCTEM U CHUMKEHMIO PYHKLMOHANIbHOMO COCTOSIHUSA
opraHuama B UefioM. B ¢BS3KU ¢ 3TUM BO3HUKaOT Hanbosnee
BaXHble BONPOCbl — O B3aUMOAENCTBUM HArpy3Ku n BoccTa-
HOBMIEHUS OpraHu3Ma KaK GaKTopoB, KOTOpble 06YCNOBN-
BalOT afanTalMOoHHble NPoLEecChl, MPOABASIOLWNECH B CTPYK-
TYPHbIX M GYHKLMOHANbHbBIX NPeo6pa30BaHUSAX B OpraHn3me
CMOpPTCMEHa, rae ofHY M3 BaXKHblX PONEen BbINONHAET afeK-
BaTHOE NuUTaHue.

[MMTaHMe OHOro crnopTCcMeHa AO0/IKHO 6a3MpoBaTbCs Ha
KOHUEeNuuMsax c6anaHCMpPOBAHHOIO M aleKBaTHOro MUTaHMUSA
B COOTBETCTBUM C PU3NONOTMYECKMMU NOTPeBHOCTAMMU. Tpn
OopraHn3aumn pauMoHanbHOro NUTaHUs CNOPTCMEHOB LOSK-
Hbl YYUTbIBATbCA OCHOBHbIE MPUHLIMMbI:
® COOTBETCTBME IHEPreTM4eCKon LLIeHHOCTU paLMoHa cpea-

HECYTOYHbIM 3Heprosartpartam, 3aBUCSLMM OT BO3pacTa,

nona, xapaxkrepa 1 UHTEHCMBHOCTN GU3NYECKMX HArpy30K;
e cGanaHCMpPOBaHHOCTb pauMoHa No OCHOBHbLIM MULWEBbLIM

BellecTBaM (6enKam, }upam, yrnesogam, BUTaMMHaM u

MWHEpanbHbIM BeLEeCcTBaMm);

KOH®JIMKT UHTEPECOB

e BbIGOP ageKBaTHbIX GOPM NUTaHUS (MPOAYKTOB, MULLEBbIX
BELLECTB M UX KOMBUHaLMI), obecnevymBatoWmMx pasnmy-
HYIO OpMEHTaLMI0 paLMOHOB (6ENKOBbIW, YrNEBOAHbLIN,
6€e/KOBO-YrNeBOAHbIM) B 3aBUCUMOCTU OT KOHKPETHbIX
neaarorMyeckmnx 3agaydy v HanpaBJEHHOCTU TPEHUPOBOK
B OTAE/NbHbIE NEePMUO/bl MOArOTOBKMU CMIOPTCMEHOB;

® pacnpejgeneHne pauuoHa B Te4eHWe [HA, CTPOro corna-
COBaHHOE C PEXMMOM M XapaKTepoM TPEHUPOBOK M
COpeBHOBaHUM.

3AK/TIOMEHME

CoBpeMeHHble MoaxoAbl K MUTAHMIO IOHbIX CrOpTCMe-
HOB, 3aHATbIX B LMKIMYECKUX BMAAX CMOpTa, OCHOBAHbI Ha
WMHOMBMAYaANbHOM Moa6ope OnTUManbHOro pauuoHa. CooT-
HOLLIEHNE OCHOBHbIX HYTPMEHTOB Yy CMOPTCMEHOB, TPEHMPY-
IOLLMXCS Ha BbIHOCNMBOCTb, CMELLEHO B MOMb3Y YrNeBO4OB,
KOTOPblE€ AOIKHbI MOKPbIBaTb BbICOKME 3aTpaThl Ha Gu3nye-
CKYIO aKTMUBHOCTb B 3aBMCUMMOCTM OT 3Tana TPEHUPOBOYHO-
ro npouecca 1 o6bemMa Harpy3ku. Mcnonb3oBaHue XKUPOB
B BbICOKOXWPOBbLIX AMEeTax AN 06ecneyeHns 3HepreTu-
YeCKon OYHKLMK cebs He onpaBAano, NMo3ToMy OT TaKoro
HYTPUTMBHOIO MOAXOAA OTKa3anWCb: COAEPXKaHUEe XKMPOB
B palMOHEe CMOPTCMEHOB [OMIKHO COCTaBNATb OKONMO 25%
OT o6Ulen KanopuMHOCTU paumnoHa. benkoBble Harpysku
TaKKe HeonpaBhaHbl: COOTBETCTBEHHO, COAEPKaHUe Genka
B pauWOHEe He AO0MKHO npeBblwatb 1,2-1,6 r/Kr macchl
Tena. Heo6xoaAMMbIMM KOMMOHEHTAMMW ONTUMaNbHOro NuTa-
HWS IOHbIX CMOPTCMEHOB ABASAIOTCA 060ralleHHble MPOAYKTHI,
HYTPULIEBTUKM C BUTAMUHAMMU U MUHEpanamu, npe- u npo-
O6UOTMKaMK, MNONMHEHACHILEHHbIMW YUPHBIMU KUCNOTaMK
WM APYrMMKU GUONOrMYECKM aKTMBHbIMU BELLEeCTBaMMu, KOTO-
pble cnegyet NpMHMMaTb OFPaHUYEHHO U LieneHanpaBieHHO
noA KOHTPONEM Bpava-cneuunanmcra.

ABTOPbI AaHHOM CTaTbK NMOATBEPANUIN OTCYTCTBUE GDUHAHCOBOM MOAAEPIKKM UCCNefoBaHUA/KOHBANKTA MHTEPECOB, O KOTOPbIX

HEeo6Xx0AMMO COOBLUTD.
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GonesHb ®abpu — TsKen0e nporpeccupyrollee HacieicTBeHHoe 3a601eBaHNe, KOTOPOE OTHOCUTCS K JIM30COMHbIM 60/1€3-
HAM HaKOMIEHUS U SIBASIETCA OAHON U3 OpM COUHronnnmnao308. bonesHb Pabpu YacTo Ae6OTUPYET B AETCKOM M M04-
POCTKOBOM BO3pacTe, XOTs MOJIHas KIMHUYECKas KapTuHa MaHn®ECTUPYET ¥y B3POC/bIX NaLMeHTOB. PaHHSs AMarHoCTUKa
3T0ro 3abos1eBaHNs BO MHOIMMX C/ly4asix BECbMa C/0XHa M3-3a MOMMOPGOHON KIMHUYECKON KapTUHbI, HECMELNOUYHOCTH
MHOMMX Ha4a/lbHbIX CUMITOMOB M MaJslol OCBEAOMIEHHOCTU MEAMLIMHCKMX paboTHUKOB 0 AaHHoW npobsieme. [auneHTam
¢ 60n1e3HbI0 Pabpu NPOBOAAT CELMPUIECKYIO NAaTOreHETUYECKYIO PepMEHTO3aMECTHUTEIbHYIO Tepanuio. [1py cBoeBpeEMEH-
HOV MoCcTaHOBKe AnarHo3a n 6bICTPOM Hadasie 1e4eHMs 3TO M03BOJISIET MOBbLICUTL KaK MPOAOIIKNTE/IbHOCTb, TaK M Ka4eCTBO
U3HU GOJIbHbIX.

KnioyeBble cnoBa: getv, nogpocTku, 601e3Hb Pabpu, AMarHOCTUKa, e4eHune.,

(Ans ymtnpoBaHuns: Kysenkosa J1. M., Hamasosa-bapaHoBa J1.C., lNogkneTtHoBa T.B., leBopksH A.K., Bawakmaase H. .,
CaBocTbsHOB K. B., CtyaeHuknH B. M., MywkoB C.A. bone3Hb ®abpu: ocobeHHOCTH 3ab6oneBaHns y AeTer U NoAPOCTKOB.
Bonpocsl coBpemeHHon negnatpumn. 2015; 14 (3): 341-348. doi: 10.15690/vsp.v14i3.1369)

AKTYAJIbHOCTb NPOBJIEMbI

B cTaTbe npoaHanuM3vpoBaHbl [JaHHble 3apyGerHbIX
ny6anMKaLMin NocnefHUx neT, MOCBALWEHHbIX 6G0/e3HM
dabpu M 0COBEHHOCTAM ee TeYeH s B IETCKOM Bo3pacTe.
MHTepec K yKa3aHHOM NaTonoruu B rnocniefHue aecatune-
TUA BO3POC B CBA3M C NOABIEHUEM HOBbIX JaHHbIX 06 0CO-
GEHHOCTAX €€ KIIMHMYECKON KapTUHbl U BO3MOMHOCTAX
NOB/WUATb Ha TEYEHME U NPOrHO3.

MHorve rogbl ¢ 6one3Hblo Pabpu 6GbiIN cBA3aAH pPAn
3a61yKAEHUIN, ONPOBEPTHYTLIX B HacToslwee Bpems. Tak, K
npumMepy, elie HeaaBHO CYMTaNoCh, 4To 601e3Hb Pabpn —
3T0 3aboneBaHue, AebloTupylollee Ha 2—3-M [OecaTu-
NETUN XKM3HW. B HacTosiwee BpeMs yCTaHOBNEHO, 4YTO
KNMHUYECKME MPU3HAKM 6ONE3HU MOryT BO3HMKATb YXKe
B MepPBbI€ rofbl }XKM3HW, a HAKOMNJEHNE B KNETKax OpraHms-
Ma NaToforM4yecKoro cybeTparta HauyMHaeTcs elle BO BHY-
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Fabry disease is a serious degenerative hereditary disorder, which is referred to as a lysosomal storage disease and is a form of
sphingolipidosis. Fabry disease often starts in childhood and adolescence, although the complete clinical manifestation occurs in
adulthood. Early diagnostic is often difficult due to polymorphic clinical picture, untypical initial symptoms and doctors’ low level of
awareness. Fabry disease patients should undergo a special kind of pathogenetic enzyme replacement therapy. Timely diagnosis and
prompt treatment can prolong life expectancy and improve life quality.
Key words: children, teenagers, Fabry disease, diagnostic, treatment.

(For citation: Kuzenkova L.M., Namazova-Baranova L.S., Podkletnova T.V., Gevorkyan A.K., Vashakmadze N.D., Savostyanov K.V.,
Studenikin V.M., Pushkov S.A. Fabry Disease: Symptoms in Children and Teenagers. Voprosy sovremennoi pediatrii — Current
Pediatrics. 2015; 14 (3): 341-348. doi: 10.15690/vsp.v14i3.1369)



HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

TpuyTpo6HOM nepuoge [1]. 1o nocnegHero BpeMeHu TaKkKe
nonaranun, 4To OCHOBHbIM Mpu3HakoMm 6onesHn dabpwu
ABASETCA MY/I1bTUCUCTEMHOCTb Nopa)keHusa. Cenyac noka-
3aHOo, 4YTo 3abofieBaHWEe MOXET MPOTeKaTb KaK C nopa-
EHWEM HECKONIbKMUX, TaK W oAHOM U3NONOrnyecKom
CUCTEMbI (CepaeyHOo-CcoCcyaMCcTon, MOYEBbLIAENUTENbHOMN,
HepBHOW) [2]. Jonroe Bpems nonaranu, 4To M3-3a peLec-
CUBHOro X-cUenneHHoro HacnegoBaHWa OOMbLIMHCTBO
nauueHToB, cTpajalouwunx 6onesHbio Pabpu, 3TO NuUua
MYXCKOIO Mona, a KAMHUYECKUE MPOSBAEHUS Y MKEHLUMH
M OeBOYEK MO0 MUHUMaNbHbI, TM60 OTCYTCTBYIOT. 3aTeM
OblI0 JOKa3aHO, 4YTO KAMHUYECKas KapTUMHA Y XEHLMH,
cTpajatowmx 3TOM naToslorMer, MOXKET ObiTb TaKOW e
SAPKOMN, KaK M Yy MyX4MH. HakoHel, xoTa 60ne3Hb Pabpu
OTHOCHIT K PEAKUM reHeTU4EeCKMM 3a60/1IeBaHNSAM, MOCKOSIb-
Ky YacToTa ee BCTpe4YaemMoCTH, Mo AaHHbIM paHee npose-
[EHHbIX B Pa3fIMyHbIX CTpaHax uccnefoBaHui, konebnetcs
07 1:117 000 po 1:476 000 »K1BbIX HOBOPOXKAEHHbIX [3, 4],
peaynbTaThbl BbIMOAHEHHOrO B UTanMm MaccoBOro CKPpMHUH-
ra nokasasnu, 4To 4yacToTa BCTpe4yaeMocTu 3aboneBaHus
HamHoro Bbllwe 1 coctaBngeT 1:3100 [5]. MpHUYMHBbI HU3KOM
BblABNeMOCTH 6051e3Hn Pabpu, BEPOATHO, KPOIOTCH B ee
NONMMMOPPHON KIMHUYECKOW KapTuHe, Hecneuudpu4HoCcTH
MHOIMX PaHHUX CUMMTOMOB 60M€3HU (MUKPOMPOTEUHY-
pus; 601b B KOHEYHOCTSIX, XMBOTE, apuUTMUs) U Manowu
0CBEOM/IEHHOCTU MEeAULMHCKMUX pabOoTHMKOB 06 3TOM
npoébneme.

C 2001 r. B MeAMUMHCKOW MNpaKTUKe Ans nevyeHus
6one3Hn ®abpu Mcnonb3yloT crneundudeckyto GepmeHTo-
3aMecTUTENbHY Tepanuio. CuuTtaeTcs, 4To ee abdEKTUB-
HOCTb BblLL€e NPV paHHEeN NOCTaHOBKE AMarHo3a n cBoeBpe-
MEHHOM Hayvasne nevyeHus.

Llenblo HacTosiwero o63opa nutepaTypbl 6bI10 CTPEM-
fleHne npuBaeYb BHUMaHuWe K 60n1e3Hn ®abpu, NOBbLICUTb
MHPOPMUPOBAHHOCTb Bpayer BCEX NeamaTpuyecKux cne-
LManbHOCTEN U YBENMYMTb MX HACTOPOMKEHHOCTb B OTHO-
lWeHnn aToro 3abosieBaHus. 3TO MOMOXET B MNOCTaHOBKEe
[MarHo3a Ha paHHeM 3Tane pa3BuTUs 3abosieBaHuKs, Koraa
natoreHeTM4yeckas Tepanusa Haubonee adpdeKTUBHa, 4TO
[acT BO3MOXHOCTb NOBbICUTb MPOAOIKUTENBHOCTb U Kaye-
CTBO *XW3HW GOJIbHbIX.

XAPAKTEPUCTUKA NMOHATUA U TEPMUHOJIOTUA

Bone3Hb ®abpu (Fabry’s disease, nnu Fabry disease) —
TSXKENoe nporpeccupylollee HacneacTtBeHHoe 3aboneBa-
HWe, oTHOoCcALEeecs K TIM30COMHbIM 6OMIE3HAM HaKOMIEHUS.
OHO cBfI3aHO C HapyweHuem meTabonuama COUHIONUMMU-
[0OB 1 9BNsSeTCs ogHOM U3 GOpM CHUHTONNUA030B.

B 1898 r. He3aBUCMMO [Apyr OT Apyra yyeHble-gep-
MaTonorM M3 [ABYX pasHbix cTpaH — [xoH Pabpu u3
l[epmaHun 1 Bunbsam AHOEPCOH M3 AHIMUW — [anu onuca-
HWEe HOBOW MNaToN0rMK, NO3TOMY CYLLECTBYET MEHEe pacnpo-
CTPaHEHHbIM BapuaHT Ha3BaHMA 3aboneBaHnsg — 60/1e3Hb
AHpepcoHa—®Pabpu.

3TUOJIOrUSA U NATOTEHE3

MpnunHom 3aboneBaHusa cnyxaT pa3dHoobpas3Hble MyTa-
uMn B reHe GLA, KOTOpbIM KOAMPYET CUHTE3 (depMeHTa
a-ranakto3mgasel A. [eH KapTMpoBaH Ha AJIMHHOM nMne-
ye X-XpoMOCOMbI (y4acToK Xg22), T.e. TN HacnegoBaHUs

60ne3Hn — X-cUenneHHbin, B CBA3W C YeM yvalle 6one-
0T MaNlbYMKM U MYKYMHbl. BecbMa WMHTEPECHbIM GaKToOM
ABNSAETCA TO, YTO MKEHLWMHbI-HOCUTENbHULbI MYTAHTHOIO
reHa MOryT MMETb KJIMHWYECKYID KapTuHYy 3ab6ofeBaHus,
B HEKOTOPbIX CAy4yasx He MeHee TAXenyl, YeM y roMo3u-
FOTHbIX MYX4YMH. 3Ta 0co6eHHOCTb 6one3Hn dabpu, BO3-
MOXHO, CBfA3aHa ¢ PEHOMEHOM MHAKTUBALMKU «300POBOM»
X-XxpoMocoMbl, onucaHHbiM M. F. Lyon [6].

[eH GLA cocTtouT M3 7 3K30HOB, KOTOpble pacnpege-
NeHbl 6onee 4yem no 12 Tbic. Nap HyKneoTuaoB. JedeKTbl
reHa GLA 4pe3Bbl4aHO pa3HOO6pa3Hbl, onucaHo 6osnee
400 myTaummn, 60NbLIMHCTBO M3 KOTOPbIX ABASIIOTCSH CEMEN-
HbIMWU. Hanbonee 4acTo BCTpe4atoTCsi MUCCEHC- U HOHCEHC-
MyTauuu. bonee npoTaxKeHHble Ageneunn 1 MHcepummn obHa-
PYXXMBAIT 3HAYUTENBHO pexe [7].

HenocTtaTtoyHOCTb NM30COMOro depMeHTa a-ranakro3u-
nasbl A, kogupyemoro GLA, BbI3bIBAET aKKyMyNALMIO HER-
TpanbHbIX COUHIONMNUAOB C TEPMMHAbHBIMW OCTaTKaMu
a-ranaktosuna B IM30COMax pasnnyHbIX TKaHEN U GU3Knono-
TMYECKMX HKMUAKOCTAX Ye0BEeYEeCKOoro opraHnama. OCHOBHbIM
aKKyMyMpyembiM COUHTONMNMAOM SBASETCH rMOGOTPUO3NA-
uepamng (Gb3), HazbiBaeMblV TaKXKe LepaMUATPUIreKCoTH-
nom. B opraHuame s3gopoBoro yenoseka Gh3, aasiowmmcsa
OAHUM M3 MPOAYKTOB pacnaja CTaperolmx 3pUTPOLMTOB,
pacllennseTca a-ranakto3naason A Ha NakTo3y W flaKTa-
3unuepamua. Y yenoBeka, cTpagatoliero 6one3Hbio Pabpu,
Gb3 HakannnBaeTcs B aHAOTENMANbHbIX, NEPUBACKYNAPHbIX
W TNagKOMbIWEYHbIX KeTKax KPOBEHOCHbIX COCYAOB, FaHr-
nMoumnTax BereTaTMBHOM HEPBHOM CUCTEMbI, ANUTENNANbHbIX
KNneTKax NoYyeyHbIx KINy604YKOB M KaHanbLEeB, KapaAMOMUOLLIU-
Tax, a TakXKe B POroBuLE, TMCTUOLMTAPHbIX U PETUKYASPHbIX
KNeTKax COeAUHUTENbHOM TKaHW, YTO MPUBOAUT K HapyLEHU-
AM OYHKUMM cepAedYHO-COCYANCTON CUCTEMBI, NMOYEK, HEPB-
HOW CUCTEMBI, }KENYA0OYHO-KMLWEYHOMO TaKTa, KOXW, OpraHoB
3peHus, cnyxa.

[MonbITKK nccnegoBaHnsa reHoGEHOTUMUYECKNX Koppe-
NAUMN CONPSXKEHbI C PAAOM TPYAHOCTEW: HM3KOW YacTo-
TOM BbIIBNEHUS 3ab0sieBaHWUsA, CEMENHbIM XapaKTepom
6onblIMHCTBA MyTauun. CylecTByeT runoresa, YTo NomMu-
MO crneymdunKkn oTaenbHbiX MyTauuMn Ha dopmupoBaHue
deHoTMNa OKa3blBaloT BAUSHUE U APYrMe reHbl. ITo npea-
MoJIOXKEHME CBSA3AHO C TEM, 4TO MOJMMOPGHOCTb KAUHU-
YECKOM KapTUHbl C HaNM4YMEM KaK TXKenblX, Tak U Mar-
KMX (GEHOTMNOB WMMeeT MeCTO [Jaxe Yy 4Y/IeHOB OJHOM
cembH [8, 9.

K/IMHUYECKME NMPU3HAKHU

U TEYMEHUE BOJIE3HU ®ABPH

MepBble KIWHWYECKME TMpPU3HAKU 6GonesHn Dabpu
Yalie BCero BCTpevatoTcs B NOAPOCTKOBOM M IOHOLECKOM
BO3pacTe, XOTA MHOrga cUMNTOMbl 3aboneBaHus MOryT
neboTnposaTtb B 3—4 roga uin He NposBAATbCA BMIOTb
00 3-ro JecaATuneTus U3Hu. M3HavyanbHO B KayecTBe
KflaccuyecKoro BapuaHta 6one3Hn Pabpu paccmatpmba-
N MYNIbTUCUCTEMHOE MOpPaXKeHMe y MNauMeHTOB MYMKCKO-
ro nona. BrnocneactBun 6GblAn OnucaHbl Takue aTWnuy-
Hble MOHOCUCTEMbIE BapuaHTbl, KaK KapAMOIOrMYECKUN,
peHanbHbIM U NPOMEXKYTOYHbIN (B 3aBUCUMOCTU OT NMPenmy-
LLLECTBEHHOIO NopaxeHUs ToM AN UHOM cucTembl) [10-12].
MynbTU- 1 MOHOCUCTEMHbIE MOPAXKEHUS OMUCAHbI TakKXe



y OEBOYEK U XKeHWMH [13-15]. lNMepBble cCUMMNTOMbI 3a60-
nieBaHns UMeKoT HecrneundUYeCcKn xapaKktep, 4To 3Hauu-
TeNbHO 3aTPYAHSET U OTKNaAblBaeT NOCTAaHOBKY AMarHosa.
3T0 MOryT 6bITb 60/1b, AMCKOMDOPT B }KMBOTE, CYXOCTb KOXK-
HOrO MOKPOBAa, NJoXas NepPeHOCUMOCTb XKapbl, Nepuognye-
CKas MMKpoanbBbyMWHYpHUS, anM3oandeckasa 60/b B cTonax
NN KUCTSIX.

HeBponaTtuyeckaa 60/1b, WIXM aKponapecTte3auu, Hau-
60Jiee 4acTo OKa3blBalOTCA NepBbIM CUMMNTOMOM 3aboJsie-
BaHua M BcTpevatoTes y 60-80% peten ¢ Knaccu4eckomn
6one3Hblo Pabpu [16, 17]. Akponapecte3sann — 370 Anu-
TenbHas, MHTEHCMBHAs, Xryyas, Konwowas, uaHypsiouas
60/1b, BO3HMKalOWAA B AUCTallbHbIX OTE€Nlax KOHEYHOCTEN.
B 3aBMCUMOCTH OT ANUTENBHOCTM U CUbl MPOSIBNEHUS pas-
NI4T XPOHUYECKYIO HEeMponaTu4eckyo 60/b, UMEIOLLYIO
CPEAHIO MHTEHCUBHOCTb, HO MPUCYTCTBYIOLLYIO NpaKTuye-
CKM NMOCTOSHHO, W TaK Ha3blBaemble Kpu3bl Pabpu. Kpnsbl
BO3HMKAIOT 3NM304MYECKN, MPOAOIKAOTCH OT HECKObKMX
4acoB A0 HECKOJIbKMX CYTOK M MpOTEKaloT B BMAE GbICTPO
HapacTalouwen 60/ B KOHEYHOCTSX, YacTO OMMUCbIBAEMOM
60NbHBIMU KaK «HEeBblHOCKMMas», MOYTU BCerga ComnpoBo-
waaouenca runeptepmuen. TpurrepHoiMu dakTopamu,
KOTOpble YCUIMBAOT XPOHUYECKYID 60/b U MOTYT MPOBO-
unpoBaTb 601€BON KpK3, ABAAIOTCS GU3MYECcKaa Harpys-
Ka, ycTanocTb, CTpecc, MOBblWEHWEe TemnepaTtypbl Tena
(Hanpumep, NpKU OCTPbIX PECMUPATOPHbLIX UHOEKLMAX UK
B )apKoe BpeMs roga), npebbiBaHne B OyLIHOM nomele-
HUKU, nepeMeHa norogbl [18]. MyyuTenbHbl A4na 60/bHOro
He TONbKO xapaKktep 6011, ee UHTEHCUBHOCTb W ANUTENb-
HOCTb, HO U MMHUMa/bHaA pPeaKkLnUs Ha Kakue-nmbo mMeTo-
Obl 06e36011MBaHNSA. ITO 0BCTOATENBCTBO UMEET CEpPbes-
HOe BO3JeWCTBME Ha KayecCTBO KWM3HW MauueHTa, ero
NCUX03IMOLIMOHaNbHyt0 cdepy. HacTbiMu CONYTCTBYIOLMMHU
XPOHUYECKON HenponaTUYeCKON 601N COCTOSHUAMU ABNS-
I0TCS CHUXKEeHWe (OoHa HaCTPOEHMS, YHbIHME, Aenpeccus,
HM3Kas MOoTMBaLMA K y4yebe, counanbHOW KW3HU BMIOTb
4O NOonbITOK cyuumaa. B Tex cnyyasix, Korga akponape-
CTE3UN MPOBOLMPYET farKe MUHMManbHas ¢u3nvecKas
Harpyska, AeTM W MOAPOCTKM BbIHYXKAEHbI MEPEXoanTb
Ha AomallHee 06y4yeHue, YTO NMPUBOAMUT K CYXKEHMIO Kpyra
06LWEHNS, OLLYLEHNIO W30IMPOBAHHOCTU, COBGCTBEHHOM
6€eCcrnoMoOLLHOCTH.

TOYHBbIN MexaHW3M pa3BUTUS HenponaTtuyecKon 60au
4O HacToslWwero MoMeHTa He sceH. MpeanonoxKuTenbHom
npu4mMHoM ee GOPMMUPOBaHUA ABNSETCA OTIOXKEHWe naTo-
NlorMyeckoro cybcetpata B aKCOHaxX HepBOB, cuMMaTuye-
CKMUX FaHrusx, 3afHMX KOpeLlKax CMHHOIro Mo3ra U vasa
nervorum [19]. B psige cnydyaeB y B3pOC/bIX MNaLMUEHTOB C
6one3Hblo Pabpu pa3BMBAOTCH HaPYLWEHUS TaKTUIbHOMN,
TemnepaTypHoOn U 601eBON YyBCTBUTENbHOCTH, YTO MHOrAA
NPUBOAMUT K YMEHbLUEHUIO WMHTEHCWMBHOCTU Henponatuye-
cKkon 6onu [20]. OgHaKo 60bLWMHCTBO NaLMEHTOB UCMbITbI-
BaloT 60/1b B TEYEHUE BCEW HUIHW.

[l0BO/IbHO YacTblM CUMNTOMOM 60/71€3HU ABNAIOTCH aH-
W TMNOrMapo3 (OTCYTCTBUE UM CHUXKEHUE MOTOOTAENEHNUS);
pexe BCTpedvaeTcs runeprnapos (M36blITOYHOE NOTOOTAE-
nexuve). CHUKeHMe MNOTOOTAENEHUS YacTO COMpPOBOXAAET
HenponaTuyeckyto 60sb. OHO sBNSeTCa elwe OAHOW Mpu-
YUHOWM MNIOXOM MEPEHOCUMOCTU XKapPKOW MOroAbl, AYyLWIHbIX
nomMeLlLeHnn n GU3N4YECKMX Harpy3oK, BnaOTb 40 Pas3BuUTHA

NMNOTUMMYECKUX, OBMOPOYHBIX COCTOSHMI. HapyweHue
NOTOOTAENEHUS CBA3AHO C OT/IIOXKEHUEM COUHIONMNUAOB
B KJIETKax MOTOBbIX »Kefnes, KPOBOCHabGKalowmx MX Cocy-
JaX, a TaKXKe B KJeTKax BeretaTMBHOW HEPBHOW cucCTe-
Mbl. HapyweHne noTooTaeneHuss 0CO6EHHO TUMMYHO ANS
AeTen M NoAapocTKoB. [0 AaHHbIM 31IEKTPOHHOM MWKPO-
CKOMUU, Y HUX OBGHapYXMBaETCA BblpaKeHHas AereHepa-
LMA CEKPETOPHbIX U MUO3MUTENMANbHBIX KIETOK MOTOBbIX
wenes [1, 21-23].

ApyruMn HEBPONOrMYECKUMU MPOSIBNEHUAMU BGONE3HM
dabpu ABNATCA LepebpoBacKyNsapHble HapylweHus, co-
NpPoOBOXAaeMble MOBbIWEHHbIM PUCKOM Pa3BUTUA WH-
cynbta. OgHaKo B [AETCKOM nonynsuuMuM 3TM CUMMTOMbI
LOCTATOMHO pefku. UmetoTcs Nub eavHWYHble onuca-
HUS MaUMEeHTOB C NPEeXoAslMMKU HapylweHUIMU MO3ro-
BOro KpoBoOGpalleHns ¢ ABeHaauaTuneTHero BospacTa
[24]. TakKe 3acny»kMBaeT BHUMaHUA nyonukauunsa A. Rolfs
W COaBT., MPEeACTaBUBLLMX AaHHbIE UccneaoBaHus «MHeynbT
y MONoAbIX NauMeHToB ¢ 6one3Hbio Pabpu», B Xo4e KOTo-
poro B 15 eBponencKux ctpaHax OblM 06CnefoBaHbI
5023 nauueHTa C MWEMMUYECKUM W remMmopparnyeckum
WHCYNbTaMW, a TaKXKe TPaH3UTOPHbIMW ULWEMUYECKUMMU
atakamu. lnarHo3 6one3vn ®abpu 6b11 JOCTOBEPHO yCTa-
HoBneH y 27 (0,5%) 60nbHbIX [25].

[MoparkeHne rnovyek — Haubosiee Cepbe3HbIi CUMMNTOM
6one3nn Pabpu. OgHUM M3 NepBbIX NPU3HAKOB AUCOHYHK-
LMK NOYEK, YacTo MMeoWMUX MecTo y AeTeln U NoapocT-
KOB ¢ 601e3Hblo Pabpu, SBASETCS MUKPOMNPOTEUHYPUSA
U MUKpOanbBbyMUHYpUsS (IKCKpeunss anbbyMuHa C MOYOM
ot 30 go 300 mr/cyT). B cuny nx HecneundUYHOCTH U HEMO-
CTOSIHCTBA 3TUM CMMMNTOMaM 4acTo He NPUAAIOT AOMKHOIO
3Ha4YeHMUs, YTO MPUBOANT K NO3AHEN NOCTaHOBKE AMarHo3a.
Mo mepe nporpeccMpoBaHns 3ab6oneBaHnsd U NOCTENEHHO-
ro Hakonnexums Gb3 B KNy60o4YKax U KaHanblax, CHUXKaeT-
¢ GUNbTPALMOHHAsA M KOHUEHTPauMOHHas CNOoCO6GHOCTb
noyek c nocneayowmm GopMUPOBAHUEM XPOHUYECKON
noYye4yHOM HeAOCTATOMHOCTM, Tpebylouwen remoauanusa
n gBngwolenca Hauwbosiee 4actom NMPUYUHOW JieTasbHO-
ro mucxoga npu atow naronorun [26, 27]. Heobxoanumo
Y4YUTbIBaTb, YTO Y AaHHOM KaTeropuu GOMbHbIX B OTAMYME
OT NauMeHTOB C HebpUTamMM CUMNTOMbI MOPAXKEHUS NMOYEK
MOTYT 6bITb MUHUMasIbHbIMUW BMAOTb 40 Pa3BUTUS MOYEYHON
HeaoCTaToO4HOCTU. KaK npaBuio, Y HUX HET CTOMKOMO MOBbI-
WEeHWs apTepuanbHOro AaBfieHns, OTEKOB, a TaKXe name-
HEeHWSs cofeprKaHMsa CbIBOPOTOYHOIO KpeaTuHMHA.

CUMNTOMbI NOpaXKeHns cepaedyHO-COCYANCTON CUCTEMDbI
npu 6one3Hn ®abpu MOryT BbiparkaTbCs pPas3HOOOGpPa3HbI-
MW HapyweHWs MU puTMa cepaua (CynpaBeHTPUKYyNspHas
TaxMKapaus, XKenyaoukoBas aKCTPaCcUCTONUSA U Np.), NOBbI-
LWEHWEM apTepuanbHOro AaBfeHUs, NMPOSIBAEHUSMU runep-
TpodUYEeCKON KapanomMmonaTum, cepaeyHon HeqoCTaTOuYHO-
CTbto. MpUYNHOM KapaMONOrMY4ECKUX CUMMMNTOMOB 60/1E€3HMU
CNYXXWUT HaKonaeHne CHPUHIoNMNUAOB NPaKTUYECKN BO BCEX
CTPYKTYpax cepgua: SHAOKapae, MUOKapae, nNpoBoAsLien
cucTeMe cepaua, KPYMHbIX M MENKMX KOPOHapHbIX COCy-
[ax, BeretaTMBHOM HEPBHOM CUCTEME, OCYLLECTBASIOWEN
perynauuio cepaeqHoro putma. lNopaxeHune cepaua xapak-
TepusyeTcs pasnnyHbiMM CMMATOMamMu. B nogpocTKOBOM
BOo3pacTe y 60/bHbIX 6GblBAlOT NEpuoanMyecKkne noabeMbl
apTepuanbHOro gaB/eHus, Kak npaBuio, 6eCCUMNTOMHbIE
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

BapuaHTbl apuTMWIA, 3apEerncTpMpoBaHHbIE Ha 3MIEKTPO-
Kapavorpamme. B 6onee crtapwem Bo3pacTe NauMeHTbl
MOTYT NpeabsBAATb Kanobbl Ha 601b B 06aacTu cepaua,
cepauebueHune, rofloBOKpyXKeHWe, AMCMHO3, CUHKOoMasb-
Hble COCTOsIHMA. Kapanonornyeckne OCNOXKHEHUs — elle
OAHa NpPUYMHA YMEHbLUEHUS MPOAOIKUTENBHOCTU MHUBHU
M paHHero netanbHOro MUcxoda MNauMEHTOB C 60NE3HbIO
dabpu [28, 29].

TUNUYHbIE KOXKHble nposiBfieHns 6one3Hn dabpu —
aHrMoKepaToMbl, KOTOpble MOryT HabngaTbCa y nauueH-
TOB Y)Xe B AETCKOM Bo3pacTe. AHrMoKepaToMbl NpeacTaB-
NAl0T co60M MenKue, BbICTynawoume Hag NOBEPXHOCTbIO
KOXXW 6e360/1e3HEeHHble aHIMOMbl TEMHO-KPACcHOro LBeTa.
[MepBble a1eMeHTbl HacTo 06HapYXMBaKT B NOAPOCTKOBOM
BO3pacTe: KaK MpaBW/O, OHU €4WHWYHbI U MOryT MMETb
HETUMWUYHYIO TOKanu3auuio (yWu, rpyaHas Knetka). Y B3poc-
NbIX NaUMEHTOB OHU MMeT ANDOY3HbIN XapaKTep, MOryT
cnuBaTtbCs, HO Yalle npeobnagatot B obnactu 6eaep, nyn-
Ka, arogul, HUXHEW YacTu XKMBOTa U NPOMEXHOCTU. bonee
peaKas nokanusauusa arHMOKepaTtoM — Ha CM3UCTon 060-
NI0YKE NONOCTH PTa, KOHBIOHKTUBE, B BEPXHUX AbIXaTeNbHbIX
nyTax. Cpean Apyrux KOXHbIX MPOsABAEHUN HEPEOKO BCTpe-
yatoTcs nuMmdbenemMa HUXHUX KOHEYHOCTEW, M3MEHEHMUSA
NJIOTHOCTM BOSIOC Ha Tene.

[MopaxeHne opraHoB 3peHUs Yy NauueHToB ¢ 60/1e3HbIO
dabpu umeeT pag cneunduyeckux ocobeHHOCTEN, 4TO
fenaeT BO3MOXHbIM NPeanofioxKnTb Hanuyme 3Toro 3abo-
neBaHus npu ux ob6HapyxeHun. Hanbonee xapaKTepHo
«MyTOBYaTOE» MOMYTHEHWE POrOBMUbI (TaK Ha3biBaemas
BOPTEKCHas KepaTtonaTtus, unu cornea verticillata) — name-
HEHWE B POroBMLE, HaNnoOMWHalowWee My4OoK NIUCTbEB WM
NIenecTKOB Ha KOoHLUe cTeb1a 1, KaK NpaBuio, He NPUBOAS-
llee K HapyweHuto 3peHuns. Cneundunyeckoe noMmyTHeHE
POroBuLbl B Ha4anbHOM CTaAnKN — YacTbli CUMMTOM B AeT-
CKOM ¥ NOAPOCTKOBOW NONyAsiLMM NaunMeHTOB ¢ 601E3HbIO
dabpu. NaTOrHOMOHUYHBLIM CUMNTOMOM, 6olee xapaKkrep-
HbIM 415 B3POC/bIX 60/bHbIX, TAKXKe ABNSETCA NOMyTHEHWE
XpycTannKa B BUAE paauanbHOM 3agHeEN CybKancyisipHOM
KaTapaKTbl — «KaTapaKkTtbl ®abpu» — W [OABYCTOPOHHEW
nepegHen KarncynspHon M noaKarncynsspHoOM KaTapakKTbl.
[pyrne nposiBNEHUS HaApPYLIEHUI CO CTOPOHbI OpraHa 3pe-
HUS — KOHBIOHKTUBA/bHbIE AHEBPU3MbI, OTEK 3pUTESb-
HOW CeTYaTKU U/UNKN AUCKa 3pUTENbHOro HepBa, aTpodus
3PUTENbHOMO HEPBA, @ TaKXe paclMupeHne peTUHaNbHbIX
cocypoB. S. Pitz n coaBT. onucann ciyd4am ONTUYECKOrO
HeBpUTa, NPOSBAAIOLMECH HAPYWEHUSIMU MONEN 3peHus
¢ dopmMMpoOBaHMEM LEHTPaANbHbIX CKOTOM MpU OGOJIE3HU
dabpu [30].

HapyweHus cnyxa OTHOCATCS K TUMUYHbIM MPOSIBAEHM-
AM 6one3Hn Pabpun. Y B3poCabiX NaLMEHTOB B GOMbLINH-
cTBe clydaeB GpopmMupyeTcss HeEMpOCeHCOpHas TyroyxoCTb.
K 6onee paHHMM CMMNTOMam, BO3HMKaIOLWNWM B OETCKOM
M NOAPOCTKOBOM BO3pacTe, OTHOCAT LWYyM (3BOH) B yllax
(04HO- UK ABYXCTOPOHHWI) U TONIOBOKPYXKEHMKE.

[acTpoaHTEpONOrM4eckne npu3Haku 6O0NEe3HU MOryT
ObITb OAHUM U3 AEOIOTHbIX CUMNTOMOB 3ab60neBaHUs B AET-
CKOM M IOHOLWECKOM BO3pacTe, O4HaKO B CUYy CBOEN Mason
cneundmuyHOCTH ABNSIOTCA KOCBEHHbIMWM  MapKkepamu
6one3Hn @abpu B coHeTaHUM C APYrMMU 6onee TUMUYHbIMK
cumntomamu. Hanbonee 4yacto HabaogaoT cxBaTKOOOpas-

Hyl0 60J1b B XXMBOTE, B3AyTUE }KNBOTA, HEYCTOMYMBLIN CTYN,
TOLWWHOTY, PBOTY, CHWXXEeHue annetuTta u aedbumumt Beca [31].

K MeHee cneundunyHbIM cumnTOMaM 3aboneBaHus,
peaKko BCTpevalowumces y geter M MNoAPOCTKOB, TaKKe
OTHOCAT OCOGEHHOCTU BHELWHOCTU (M3MEHEHWUS MO TuMy
aKpomeranuu), HapyweHue AblXxaHUsl, aHEMUIO, CKENETHbIE
aHomanuu (gedopmauma AucTanbHbIX OTAeNoB Mexda-
NI@aHrOBbIX CyCTaBOB MNafbLEB PYK C HapyweHWEeM KX nof-
BUXHOCTH, YTONWEHNE KOHLIEBbLIX danaHr nanbLes no Tuny
«6apabaHHbIX NanoyeK»), OCTEONEHMUIO, OCTEONOPO3, TPELLU-
Hbl U 9pUTEMATO3HbIE UBMEHEHNS TPUBOBMAHBIX COCOYKOB
Ha Jop3anbHOM MOBEPXHOCTH S13blKa, a TaKXKe roCCuT, rpa-
HyNneMaTO3HbI XEeNNWT, TMNOTUPEO3, 3aAEePXKKY NOMOBOro
pas3BuTUS, Nnpruanuam u ap. Npu 6onesHn abpu NpUMeEpPHO
B 2 pa3a Yalle 06bl4HOro BCTPEYaOTCH KUCTbl U NCEBAOKM-
CTbl MAGKCUANSAPHbIX CUHYcOoB [21-23].

AUATHOCTHKA

OnarHo3 6one3Hn Pabpu 06bLIYHO YyCTaHaBAMBAIOT
Ha OCHOBaHWW HaNMyus TUMMYHOM CUMNTOMATUKKU W/UNn
OTATOLWEHHOr0 reHeanorMyeckoro aHaMmHesa, a Takke 06b-
E€KTUBHbIX TabopaTopHbIX METOA0B AMArHOCTUKU. B ageTckom
BO3pacTe BO3MOKHaA NOCTaHOBKa AMarHo3a Ha AOKIUHKUYe-
CKOM cTaguu npu BepndunumMpoBaHnum 3aboneBaHus y B3poc-
NbIX 4Y4NE€HOB CeMbM M MO pe3ynbTaTam MNOCAeayloLero
obcnenoBaHus pebeHKa. lNpeactaBUTENs M MYXXCKOro nona
[AMarHo3 MOXKeT ObITb NOATBEPKAEH MOCPEACTBOM perncTpa-
LMW CHUMKEHHOW aKTMBHOCTM a-ranakro3ngasbl A B KpoBu
(nenKouuTbl), MaTepurasne 6UONCUK NOYEK, KYIbTYPe KOXKHbIX
dnbpobnacTtoB UM GUonorndyecknx cpedax. Cnegyet nom-
HWUTb, 4YTO YPOBEHb a-ranakTo3naasbl A B KPOBU Y AeBOYEK
W XKEHLWMH He aBNsSeTC MHDOPMATUBHbLIM, T. K. BCeacTBUE
NpPoLECcCOB MHAKTMBALMK X-XPOMOCOMbI Y NpeacTaBUTENb-
HUL, XEHCKOro roJjla aKTMBHOCTb depMeHTa MOXeT ObiTb
KaK pPEe3KO CHUWXXEHHOW, TaK M HOopMasbHOW faxke npu
HaNNYMN KIMHUYECKUX NMPOosBNeHnn 6one3Hn ®abpu [32].
MMeHHO noaToMy Haubosiee TOYHbIM AMArHOCTUHECKUM
METOAOM A/11 HWUX ABASETCH MONEKYNAPHO-TEHETUYECKNUN
aHanM3 n obHapy)KeHue crneumduyeckux (naToreHeTnye-
CKMX) MyTauun B reHe GLA.

B cnyvyae Hann4ymsa cemMenHblX aHaMHECTUYECKUX AaHHbIX
0 6one3Hn ®abpu BO3MOXKHO NpoBeAeHUe NnpeHaTanbHON
[AMarHOCTUKM NyTEM MUCCNEeAOBaHUSA BOPCUH XOPUOHA U/ Unn
Ky/IbTYpbl @aMHWOTUYECKUX KNeTOoK Ha 9-11-1 Hepn recra-
LMK C NOCneayowmnm n3y4eHmemM akTMBHOCTU a-ranakTo3u-
nasbl A 1 nposegeHnem AHK-ananusa [33].

ANOOEPEHLUANIbHAA AUATHOCTUKA

BboneBoi cuHApoM npu Gone3Hn Pabpu HeobXoaAMMO
anddepeHuMpoBaTb C peBMaTOMAHLIM apTPUTOM, peBMa-
TUYECKOM NUXOPaAKOM, CUCTEMHOW KpacCHOW BOMYaHKOW,
6onesHblo PeinHo, dubpommnanruen. B getckom n nogpoct-
KOBOM BO3pacTe ero TakKe cnefyeT oTiMyaTth OT TaK Ha3bl-
BaemMon 6o5u pocTa [1].

Onddy3Hylo aHrmokepatomy TynoBMlLa NpU GOSIE3HM
dabpn AndPepeHLMpPYOT OT MOXOKMUX BbICbINAHWUK MpPU
GM,-raHrnno3naose, MUKoONpoTenHo3ax (acnapTaTriiioKo-
3aMUHYypUd, GyKo3ngos, B-mMaHHO3MZ03, cuanugos tun ll),
a TaKXe OT neTexuanbHoW CbiMn NpU UHOEKLMOHHbIX
60Ne3HSAX, remopparM4ecKon TeneaHrMosakTasnm Bebepa—



Pangto—Ocnepa, aHrnokepatombl Mubennn, MHOXeCTBEH-
HbIX geduunToB GepmMeHTOB (ranakrtocuannaos, 60ne3Hb
KaHzakn) [1, 21, 22].

[aCTPO3HTEPONOrnyecKkne npu3Haku 6onesHn Pabpwu
MOTYT ObITb CXOXW C 0BOCTPEHUAMM racTpmuta, CUHAPOMOM
pas3gpaxeHHOW KKK [34].

«BopTeKcHyto» KepatonaTtuio HEO6XOAMMO OTAMYaTb OT
MOXOXEen KapTuHbl M3MEHEHUW B pOroBuLE BCreacTBue
OT/IOXKEHMSA B HEN HEKOTOPbIX JIEKAPCTBEHHbIX NpenapaTtoB
(amnopgapoHa v ap.).

lNMoparkeHne NoYeK, CXOQHOE MO KIMHUYECKUM O0COBEH-
HOCTAIM ¢ 6051e3Hbio Pabpu, BCTpeyaeTcs Npu roMOLMCTU-
HYPWUK, CTEHO3E NOYEYHbIX apTepui. MNatonoruto cepaeyHo-
COCYAMCTON cUCTEMbI HeobxoamMmo anddepeHumMpoBaTb OT
namMonaTMYecKoOn KapanomuonaTuu, apTepuanbHOW runep-
TEH3UU, apuTmmn [35].

NMPOrHO3

MporHo3 6one3Hn Pabpu B OTHOLIEHWUM NMEPCNEKTUBDI
BbI3JOPOBNAEHNSA HEBNAronpPUATHLIN. TPOrHO3 ANA XKU3HMU
BO MHOMOM 3aBWCMUT OT CBOEBPEMEHHOCTWU BepudUKaLuu
AnarHosa u Ha3Ha4YeHWsa COOTBETCTBYIOLWEro fevyeHns [36].
S. Waldek 1 coaBT. npMBOAAT AaHHble, B COOTBETCTBUMU
C KOTOpPbIMKW Npeanonaraemas NPoAOCIKUTENbHOCTb KU3HU
npu 6o0ne3Hn ®abpu y NnaLMeHTOB MYXHCKOro rnona cocras-
nsaet 40-60 neT, y 60/bHbIX }eHWnH — 40-70 net [37].

B cuny oTHOCUTENbHO HeaaBHEro nosiBfeHus dbepmeH-
TO3aMeCTUTENbHOM Tepanuu JaHHbIX O MPOAOKMNTENbHOCTH
HU3HW Nntoaen ¢ 6onesHbo Pabpu Ha doHe nevyeHns noka
He ony6nnkoBaHo. OgHaKO CyLLECTBYIOT OCHOBaHMWSA nona-
raTb, YTO CBOEBPEMEHHO Ha4vyaToe Sie4eHNe MOXKET NMo3BO-
NIUTb MOBbLICUTb MPOAO/IKUTENBHOCTb M KAYeCTBO MKU3HMU
60JIbHbIX C 3TUM 3ab60/ieBaHMEM.

JIEYEHMUE BOJIE3BHU ®ABPH

depmeHTo3amecTUTeNbHAsA Tepanus Ha JaHHOM JTane
pa3BUTUSA MeaWLUMHbI gBnsfeTcs Haubonee 3GDEKTUBHbLIM
MeToAOM nevyeHus 6one3Hn ®abpu 1 NO3BONSET PacCHu-
TbiBaTb Ha HOpManuM3auuito MeTabosIM4ECKUX HapyleHun
W 3aMej/ieHne nporpeccupoBaHus 6one3Hu. MNpu nomMolum
CBOEBPEMEHHO Ha4yaTon naToreHeTUYeCKon Tepanuun yaaeT-
€Sl JOOBUTHCA 3HAYMTENbHOIO YMEHbLIEHUS UHTEHCUBHOCTU
HenponaTuyeckon 601 BNIOTb A0 ee NOJIHOro Ucye3HoBe-
Hus [38], ynydweHuna cnyxa [39], NoN0OKUTENbHOM AUHAMUKHK
XapaKTepucTuKk dyHKumn noydek [40, 41], cepaevHo-cocyan-
cTon cuctemsbl [42, 43], KyNMPOBaHWUA raCTPOUHTECTUHASb-
HbIX CUMNTOMOB 60n1e3Hu [44].

B HacTosuwee Bpems cyuiectByer 2 depMeHTo3ame-
CTUTENbHbIX NpenapaTa Ang nevyeHns 6onesHn Pabpu. 3to
arancuaasa a — npenapart, NofyYeHHbI C MCMOb30BaHWEM
KyNbTUBUPOBaAHHbIX GMOPOBIACTOB KOXM YeoBEKa U 3ape-
TMCTPUPOBAHHbIA Ana ucnonb3oBaHua B gose 0,2 Mr/Kr
1 pa3/2 Hepd, n arancugasa 3, NPOU3BEAEHHbLIA C NOMO-
b0 TEXHONOrNMK peKoMbuHaHTHOM JHK ¢ ncnonb3oBaHu-
€M KJIETOK KUMTaMCKOro XOMsiYKa WM 3aperncTpupoBaHHbIN
ans ucnonb3oBaHusa B go3e 1,0 mr/kr 1 pa3/2 Hea. Ob6a
npenapara 3apernctpupoBaHbl B Poccuiickon Peaepaunu,
npegHasHa4vyeHbl AN PEerynspHoro MOXM3HEHHOr0 BHY-
TPUBEHHOI0 MUKPOCTPYMHOro BBeAeHusa. besonacHocTb
N 9bPEKTUBHOCTL 060MX PepMeHTOB Oblla NOATBEPXKAE-

Ha B psge pPaHAOMW3MPOBAHHbLIX ABOMHBLIX Clenbix nna-
LLle6OKOHTpONnpyembIX mnccnegoBaHun [45-48]. A. Mehta
M COaBT. NPeACTaBMAN JaHHble O COMOCTaBAEHUU KIWHU-
YyecKor 3dPeKTUBHOCTM MpenapaToB arajcupasbl a U B,
He OOHapYMB CYWECTBEHHbIX pas3nuuun [49]. AnoHcKne
ncenegosatenn K. Tsuboi n H. Yamamoto npogemMoHcTpu-
poBanu OTCYTCTBME Pa3/iMiMih B COCTOSIHUM MNaLMEHTOB
c 6one3Hbio Pabpu Npu Nepexoje ¢ Tepanun npenapaTom
arancupasbl 3 Ha npenapat arascuaasbl a Mo psay 6asuc-
HbIX MOKasaTtenen (WKana 6011, ypoBEHb FMOMEPYISAPHOM
dunbTpaumMK, MHAEKC NEBOrO Xenyaoyka, NoKasaTenn Kave-
cTBa XU3HK) [49]. lpaKTUYecKn aHanornyHble JaHHble npu-
BoaAT A. Pisani 1 coaBT. n3 Utanuu, a Takxke A.C. Vedder
n coaBT. u3 Hugepnangos [51, 52].

BHegpeHne dbepMeHTo3aMecTUTelbHOM Tepanuu ctano
npopbIBOM B nevyeHnn 6one3nn ®abpun. OaHako B HacTos-
uee BpemMsa MMeeTcsl paj HepeLleHHbIX BONPOCOB OTHOCH-
TeNbHO ee MPUMEHEHUS B Pa3/IMyHbIX BO3PACTHbIX rpynnax
My NaUMEHTOB YEHCKOro nona. B ¢Ba3KM ¢ TeMm, 4To Kau-
HUYECKME nposiBAeHns 3aboneBaHus MHorga mMaHudecTu-
pylOT AOCTATOMHO MNO3A4HO, B MEAMLMHCKOM coobliecTBe
B HaCTOSWMIA MOMEHT He CyLleCTBYeT €AMHOro MHEeHUS
OTHOCUTENIbHO KPUTEPUEB MHMLUMALMKU GpeMeHTO3aMeCcTu-
TelbHOW Tepanuu. 3TOT BOMPOC A0 HACTOSILEr0 BPEMEHM
ABNSETCA NPEAMETOM AMCKYCCUMW, ero peleHue ocobBeH-
HO aKTyalbHO ANS NaLMEHTOB }KEHCKOro nona v geten.
TeKywne peKomeHAaunn 3KCNepToB Ha CEroaHs TaKoBbl
[53]: B3pocnble (cTapwe 16 neT) NauMeHTbl MYXCKOro
nofa HyxpaawTcsa B depMeHTO3aMeCTUTENIbHOM Tepanuu
C MOMEHTa NOCTaHOBKMW AMarHo3a; Manb4YnKaM B Bo3pacTe
40 7 net Tepanusa NpoBOAWUTCS MPWU HaNUYUKU KIMHUYECKUX
nposiBNEHN 3abofieBaHUs; B cly4yae MOATBEPKAEHHOIo
AMarHosa M OTCYTCTBUS CMMMTOMOB JIe4EHUE MOXET ObITb
Hayato B 7—10 net [53]; naumneHTbl })XEHCKOro nona ntboro
BO3pacCTa HYaloTCs B leYeHMM B criyyae NOoSABAEHUS KNu-
HMYECKOW CUMMTOMaTUKK 3ab0oneBaHus.

O BO3MOXHOCTU K 6€30MacHOCTU NPUMEHEHUS arasncu-
Jasbl o B Tepanuun geten B Bo3pacTte < 7 NeT cooblaeTtcs
B pabote U. Ramaswami 1 coaBT., HabnodaBWnUX 8 nauu-
eHToB (cpeaHun BospacT 5,0 £ 1,6 roga) ¢ 60/1€3HbLIO
dabpu B TeyeHune 1,2-6,7 (B cpeaHem 4,2) net [54].

CumnTomMaTU4ecKkas u naniMaTtuBHas Tepanus

npu 6onesnu Paépu

CumnTomMaTtMyecKoe nieyeHme 601eBOro CMHApPOMa npu
6one3Hn dabpu NpoBOAUTCH B Ka4yecTBe AOMOJIHEHMUSN
K depMeHTO3aMeCcTUTENbHON Tepanuun, KoTopas Cnocob-
CTBYET 3HAYUTENIbHOMY YMEHbLIEHWIO CTENEHW BblparKeH-
HOCTM 60MEBOr0 CUHAPOMa Yy MaLMEHTOB, OAHAKO MMmeeT
OTCpOoYeHHbIN adPeKT. Kak npaBuno, ymeHblleHe 601eBO-
ro CMHApoOMa oTMe4aeTcs nocne 4—6 Mec HenpepbiBHOIoO
naToreHeTM4yeckoro nevyeHns. CumntomaTMyeckas Tepanus
60/1€BOr0 CMHAPOMA y NauMeHToB ¢ 6one3Hblo Pabpu
BK/IIOYAET MPUMEHEHWE aHaNbreTMKOB, HECTEPOUAHbIX MPO-
TUBOBOCMANUTENbHbLIX CPEACTB, MECTHbIX aHECTETUKOB (Nna-
CTbipen ¢ NMAOKaMHOM) U aHTUKOHBYNbCaHTOB [1, 22, 38].
C aTOM Uenbl WMCNONb3ylT nperabanuH, rabaneHTuH,
AndeHnNrnaaHTonH, KapbamasenuH v gpyrue npenaparbl.
HapKoTn4yeckux aHanbreTMKOB B JETCKOM MpPaKTUKe peKo-
MeHAayeTca naberarb.

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 3
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Onsa nopgaepxaHnsa OGYHKUMKU cepaedHOo-COCYyAnCTON
CUCTEMbl MCNONML3YIT aHTUAPUTMUYECKME U TUMOTEH3UB-
Hble Npenaparbl, UMMNIaHTaLMI0O UCKYCCTBEHHbIX BOAUTENEN
pUTMa, KOpoHapHoe WyHTUpoBaHue. Mpu pasBUTUM y NaLm-
eHTOB ¢ 6one3Hbto Pabpu nNoYevyHON HeaoCTaTOYHOCTU
BO3HMKaeT He06X04MMOCTb B MPOBEAEHUN NpoLeayp reMo-
onanusa n/unu TpaHcnnaHtTaumm novek [55].

B KavecTBe NpodmnnakTMKM MHCYIbTOB M TPAH3UTOPHbIX
ULWEMMUYECKUX aTaK MOTMYT MPUMEHSATLCS aHTUTPOMOGOLMTaP-
Has Tepanus, aHTUKoarynsHTbl [56].

M3 dapmaKkonornyecknx npenapaTtoB B KOPPEKLUMHU
raCTPOMHTECTUHANbHbBIX CMMNTOMOB Npu 6onesHn Pabpwu
Hanbonee 4acTo UCNONb3YIT METOKNONPaMUA U NaHKpea-
TWH [57, 58].

ONa KOppEeKLUMM HapyLeHUW ciyxa HaxomasaT npumeHe-
HWe cyxoBble annaparbl, MPOBOAAT MEPONPUATUS MO orpa-
HUYEHMIO TaK Ha3blBaeMoK LyMOBOW TPaBMbl.

B nedyeHun aHrmokepatom MCMONb3YIOT XUAKWUK a30T,
3NEKTPOKOAryasaumio, XMpypruyeckoe yaaneHue, a TaKxKe
pasnuyHble BapuaHTbl la3depoTepanuu [59].

KNIUHUYECKHUIA NPUMEP

MaumeHnT J1., 15 net, HabnwogaetTca B HaydHOM LieHTpe
3p0poBbs aeten (MockBa) B TedeHne 1,5 net ¢ MomeHTa
NOCTaHOBKM AnarHosa «bonesHb Pabpu».

Y maTepu naumeHTa 6epeMeHHOCTb U poabl AaHHbIM
pebeHKOM npoTeKkanu GU3UOSIOTUYECKN; pa3BUTUE Mallb-
YMKa Ao gebrota 60/1€3HM COOTBETCTBOBASIO BO3pacTy, OH
OT/IMYHO Y4YM/CS B WKOME, 3aHUMAsCA COPTOM.

3aboneBaHue pebioTnpoBano B Bo3pacte 10 net
(2009 r.), Korga nocne GU3NYECKON Harpy3ku (3aHATUS
TEHHUCOM) Yy pebeHKa BrepBble MNOABUINCE B0Mb U HKiKe-
HMe B ob6nactu cton. [locne oTabixa 601€BOVM CUHAPOM
KynupoBascs, TEM He MeHee Malb4iuK Obll MPOKOHCY/b-
TUPOBaH OpPTONEAOM C ULEeNblo WCKIYEHUS TpaBMbI.
OpToneanyeckas naTtosorus 6blna UCKIYeHa. B panb-
Hewnlwem nocne Bo306HOBNEHNSA 3aHATUN TEHHUCOM U/UNK
npu MHOM PU3NYECKON Harpy3ke 60/1b B HUKHUX KOHEY-
HOCTSIX BO3HWKana BHOBb, MpuyeM Ha ¢doHe NoAbeMOB
Temnepatypbl Tena 4o ¢pebpusibHbIX 3Ha4YeHUM. bosib HOCK-
fla Kry4yumi XxapaKktep, BapbupoBana MO WMHTEHCWMBHOCTH
OT CpeAHen OO0 BblIpaXEHHOW, MHOorga conpoBoOXKAanach
napecTe3nsiMu, noKanmMsoBanacb Ha TblUIbHOW MOBEPXHO-
CTW CTOM, a BMOCAEACTBUM — MPU Mepexoae Ha BepxHue
KOHEYHOCTU — Ha TblUJIbHOM MOBEPXHOCTU KUCTEM PYK.
OnucbiBaemMble CMMNTOMbI 06bIYHO KyNMpOBanucCb nocne
CHa v oTablxa.

Pe6eHOK 6bl1 MPOKOHCYNLTUPOBAH PSAOM chneunanu-
CTOB (peBmaTto/ioromM, neauMaTtpom, HEBPOSOroM) pasfiny-
HbIX NPOPUIbHBbIX MEAULIMHCKUX y4YperKaeHWn . MOCKBbI.
PeBmatonornyeckas natosiorus 6blna UCKOYEHa, nauu-
€eHT Habnaancs ¢ anarHo3amu «Peunameupytollas BUpyc-
Has uMHbeKums» n «TepMoHeBpPO3». JleyeHne ceaaTUBHbI-
MW W COCYAUCTbIMU CPEACTBAMM He AaBano [OKHOro
adpdekTa.

B TeuyeHne nocnegyowmnx 2 netr 60/b B KOHEYHOCTAX
cTana nporpeccupoBaTb MO YacToTe€ M MHTEHCUMBHOCTH,
KynupoBanacb TO/NbKO MNocne npuemMa HeCTEPOUAHbIX
npoTMBOBOCNANUTENbHbIX CcpeacTB. KpaTKoBpemeHHoe
obneryeHme MNPUHOCKUIO TaKXKe MOrpyKeHue HOr U pyK

B X0/104HYt0 Boay. C okta6ps 2012 r. peGeHOK Haxoauncsa
Ha exefHEBHOM TPEXKPaTHOM MpUeEMe HUMecynuaa, 4To
CHUXano WMHTEHCMBHOCTb 60/ U obneryano COCTOSHWE
6onbHOro. locne oTMeHbl npenapaTta 60/b 6ecnokounna
Masib4MKa NOCTOSHHO, €€ BblpaxeHHOCTb 6bla MHTEHCUB-
HOW, Nepnoanyeckn 60JIbHOW onucbiBan 60/b KaK «HEeBbl-
HOCUMYIO». B CBSA3M C XPOHUYECKUM 60NEBLIM CUHAPOMOM
pebeHOK MpeKkpaTun 3aHaTUS TEHHWCOM, nepecTan noce-
WaTb LWKOMY, OTMEeYanuCb CHUXKeHUe GOoHa HacTpoeHus,
NoBbIWEHHAs TPEBOXHOCTb, AEMNPECCUBHbIE MPOSBAEHUS.
Poautenn manbynMka NOBTOPHO 06paTUANCL K HEBponory
B Hay4yHO-NpaKTUYeCKMM LLEHTP 4ETCKOM NCUXOHEBPOAOTrUN
(MockBa), rae onucaHHbIM 60/1€BOVM CUHAPOM Obl/l MHTEP-
NpPeTMpoBaH Kak akponapecTesuun, BcneacTeme yero 6oina
3anogo3peHa 6one3Hb Pabpn. Ha OCHOBAHUU CHUMKEHMS
aKTUBHOCTM «-ranakrto3uvaasbl A B KpOBM OMarHo3 Obin
NOATBEPXKAEH B NabopaTtopun HacleaCTBEHHbIX 601e3HEN
obmeHa BellecTB MeaMKO-reHETUYECKOr0 Hay4YHOro LEH-
Tpa (MocKga).

Takum 06pa3om, nocne MNosiBAEHUs Yy Manb4ynKa 60/u
B KMCTSIX M CTOMax AAUTENbHOCTb AMarHOCTMYECKOro noncKa
cocTaBuna 6onee 3 net; AgnarHo3 6one3Hn Pabpu ycTaHOB-
NeH nuuwb B Bo3dpacte 13 net 10 mec.

MoneKkynsipHo-reHeTMyeckoe ob6cnegoBaHue nauueH-
Ta U ero pPoACTBEHHWKOB OCYLWECTBAEHO B Nlabopatopuu
MOJIEKYNIIPHO-TEHETUYECKON AMArHOCTUKM HayyHOro LueH-
Tpa 340poBbS AeTen. Y pebeHKa 1 ero matepu obHapyxeHa
MyTaums c. 1163 T>A B 3k30He 7 reHa GLA.

Manb4ymKy O6blI0 NPOBEAEHO KOMMJIEKCHOE KIMHUKO-
WHCTPYyMEHTanbHoe obcnegoBaHme. B xoge ¢dwmanKanbHo-
ro ocMoTpa O6GHapy)KeHa eAWMHCTBEHHasi aHrmokepaToma
(pasmepom 1X1 MM) Ha neBOM nneye; Npu odpTanibMOCKO-
MUKW yCTaHOBMEHbI ANCTPODUYECKNE NBMEHEHUS POTOBULLbI;
B GMOXMMMYECKOM aHaNn3e Mo4YM OAHOKPATHO 3aperncTpu-
poBaHa MUKPOMPOTENHYPUS.

lMpn npoBegeHun Apyrux nabopaTopHO-UHCTPYMEH-
TalbHbIX MCCNeAOBaHUM (KIWHUYECKMW aHanu3 KpoBu
M MOYM, MarHWTHO-pe3OoHaHCHasi ToMmorpadua rofIoBHOMoO
MO3ra, axoKkapauorpadus, ynbTpasByKoBOe UCCeaoBaHue
BHYTPEHHMX OPraHoB OPIOLWHOW MOMOCTU U MOYEK, CTUMY-
NALMOHHAsA 3NEKTPOHENPOMUOrpadma BEPXHUX M HUKHUX
KOHEYHOCTEN) MaTONIOrMYECKUX WMBMEHEHWUM CO CTOPOHbLI
OpraHoB ¥ CUCTEM Y NaLMeHTa He BbISIBAEHO.

bonbHOMY 6blna MHUUMMPOBaAHA MaToreHeTn4yecKas
Tepanua GepMeHTO3aMeCTUTENbHbIM MpenapaTtoM aran-
cnpasbl a. lNpenapat BBOAWAU BHYTPUBEHHO, MEAEHHO,
B go3e 0,2 mr/Kr B cyT 1 pa3/2 Hea. B KayecTBe cpeacts
CMMNTOMaTMYECKOM Tepannn Ha HavyalbHOM 3Tane nartore-
HETUMYECKOro NIeYeHns arancmaason o C Lenblo KynupoBa-
HUS HenponaTtMyeckKon 60aM Mcnonb3oBanu nperabanuH
M HecTepouaHble NPOTMBOBOCMANUTENbHbIE CPEACTBA.

Ha ¢oHe Tepanuun arancmMaason a Ha NpoTSXKEHUU 2 neT
y MafnbyMKa 3aperucTpMpoBaHO 3HAYUTENIbHOE YMEHbLUe-
HWEe CTEeNeHW BblparKeHHOCTH 60NEeBOro M runeprepmuye-
CKOro CMHApPOMA, YTO MO3BOMWMIO CYLLECTBEHHO CHW3WUTL
[O3WPOBKY HUMECYNnaa, a 3aTeM NOMHOCTbIO OT HEro OTKa-
3aTbcs. Kpome TOro, y nauueHta oTMEYEHO 3HaYUTENbHOE
nosblweHne GoHa HACTPOEHUS U CHUXKEHWE YpPOBHSA Tpe-
BOMHOCTU. ManbynMK BO306HOBU OBy4YEHME B LIKOME, YTO
ABNSETCS BaXKHbIM PaAKTOPOM €ro coumanbHOM aganTtaunu.



Mpn odTanbMOCKONUU AUCTPODUYECKME U3MEHEHUS
POroBMLLbl COXPaHAINUCh, OAHAKO OTPULLATENBHON AUHAMUKHM
He Habnwganu. NMpoTenHypuio 6onee He perucTpupoBanu.

lNepeHocMmocTb npenapata 6blla yooOBIETBOPUTENb-
HOW, a HexenaTteNlbHbIX SB/IEHUW, aCCOLLMMPOBAHHbLIX C ero
MCMNONb30BaHMEM, 3aperncTpMpoBaHo He 6bi10. B HacTo-
dulee BPeEMS COCTOSiHME MauMeHTa yAoBNeTBOPUTENbHOE,
ManbyuMK MPOAOSIKaeT nonyyatb GepmeHTOo3aMeCcTUTENb-
Hyl0 Tepanuto NpenapaToM arancuaassbl o.

3AK/TIOYEHME

Bbone3Hb ®abpu OTHOCUTCH K peakum 3aboneBaHUsM
M3 rpynnbl 6071€3HEN HAKOMIEHUS, XapaKTepu3yeTcs Nosu-

KOH®JIMKT UHTEPECOB

ABTOpbI AaHHOM CTaTbMW MOATBEPAUAN OTCYTCTBUE PUHAHCOBOWM

COOOLLNTB.
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B nexkuynn XapaKTepunu3yrTcsa BuAbl, NMPUYNHBI, K/TOYEBbLIE 3BEHbLSA MNMartoreHe3a paCCTpOIZCTB obmMeHa MOHOB HaTpuns, Kaaus,
KaJlbUns, MarHus, ¢>oc<;bopa n Xsiopa, nX OCHOBHbIE KJIMHNYECKHNE TPOSABIIEHNA W METO/bI YCTPAHEHMWHA.
KnroueBbie cnoBa: gUCHOHMSA, rmnep- yn runorugpatayunsa, runep- U rurnoocmMosisa/IbHOCTb, MbllliedHas runep- U rurnoToHU,

aprtepunazibHasa runep- U runoTeH3ns.

(Ana uymtnpoBaHusa: NntenuKkuii M. d. HapyweHns noHHoro o6meHa. Bonpockl coBpemeHHon neamnatpun. 2015; 14 (3):

349-357. doi: 10.15690/vsp.v14i3.1370)

HapyweHnss MOHHOro 06MeHa 4acTo CiyXKaT NPUYUHOM
pPasMYHbIX PACcCTPONCTB XKU3HEAEeATEIbHOCTU OpraHu3ma
BM/0Tb [10 }XM3HEHHO OMacHbIX. ITO 06YCNOBMIEHO yHaCTUEM
WOHOB B peanu3aluu cnegylounx BarKHbIX MPOLECCOB:
® roaaepraHus KOHCTaHT opraHM3ma B ONpeaesieHHOM

AvanasoHe (Hanpumep, OCMOTMYECKOro AaBieHus,

pH, pO,);

® 3fIeKTporeHesa (Hanpumep, GopMUpoOBaHUE MOTEHLMNA-
/I0B NOKOS U AENCTBUSA);

® pacnpeaeneHust }¥uaKocTu BO BHYTPU- U BHEKJIETOUYHbIX
CeKTopax (Tabn.);

e peanuzaumn 3ddeKToB OGMONIONMYECKU aKTUBHbIX
BELLECTB;

® peaKunn obmeHa GeNKoB, KMUPOB, YINEBOAOB, UX CNOX-
HbIX COEOMHEHWI, SHEPrOEMKMX BeLLecTB (Hanpumep,
ageHosnHTpudochaTta, ATP; KpeaTnHdbochaTa);

° peryaaumMm GU3nKo-XMMMUYECKOr0o COCTOSHUSA KITETOUHbIX
MeM6paH (Hanpumep, Ux NPOHULLAEMOCTH, BO3GYAUMO-
CTU, «KECTKOCTW»), @ TaKKe BMOIOrMYECKUX KUOKOCTEN
(KpoBM, NMMbI 1 Ap.).

HAPYLUEHUSl OBMEHA HATPUA

HaTpuit aBnsieTca OCHOBHbIM OCMOTMYECKUM (GaKTOpPOM
N 3NEKTPONIMUTOM BHEKNETOYHON MMAKOCTWU. BHeknetoyHas
HMAKOCTb coaepKMT okonio 3000 MaKB HaTpus. Ha Hero npu-
xoantcst 90% BCEX MOHOB MEMKKIETOYHOI0 NPOCTPaHCTBA.

P.F. Litvitsky

MNoHbI HaTpus onpeaenstoT 06bemM BHEKIETOYHOM KnA-
KOCTW, BKJOYAA LMPKYIUPYIOLWYIO W AENOHUPOBAHHYIO
KPOBb, UMY, NUKBOP, XENYAOYHbIN M KULIEYHbIN COK,
MMIOKOCTM CEpPO3HbIX MONOCTEN. M3MEHeHWe 3KcKpeuun
Na‘* B npegnenax 1% OT ero cofepyaHus MOXET NMPUBECTH
K 3HA4YUTENbHbIM CABUraM O06beMa BHEKIETOYHOM HKUAKO-
ctn. Nomunmo atoro, okono 30% BCero HaTpus opraHu3mMa
HaxoAMTCs B KOCTSIX CKeneTa.

PacctporictBa o6MeHa HaTpus NpoOSBAAOTCA B ABYX
dopmax — runepHaTpMeMUN AU TMNOHATPUEMUMN.

MnepHaTpuemus

[MnepHaTpuemns — yBennyeHue oO6LEero cofepia-
HUS HaTpuUa B CbIBOPOTKE KPOBM Bbile HOpMbl (6onee
145 mmonb/n).

Haun6onee 4yactbie NpUYUHBI rTUMEPHATPHEMHUU

e WN36bITOYHOE (6onee 12 r/cyT) NOCTynieHwe HaTpus
B OPraHu3M B pe3ynbraTte Ype3MepPHOro notpebneHus
C MULWEN M XKMUIOKOCTAMM (Hanpumep, Npu nepecanusa-
HUW MUK, MTUTbE MUHEPaNbHbIX BOA); MapeHTepanbHOro
BBEEHNS C Nle4ebHON Lenblo (Hanpumep, pacTBopoB
NaCl, Apyrux 3KMaKoCTeN 1 BellecTs, cogepaluunx Nat).

e CHWXEHHOe BblBeAeHWe HaTpus M3 opraHudma npwu
NoYyeyHOW HEeAOCTaTOYHOCTU (Hanpumep, Npu rnomepy-
noHedpute, HedPOHEKPO3E), rMNepcerpeLnn peHnHa,

.M. Sechenov First Moscow State Medical University, Russian Federation

lon Exchange Disorders

The lecture characterizes types, cause and key aspects of the pathogenesis of poor exchange of ions of sodium, potassium, calcium,
magnesium, phosphor and chlorine, their basic manifestations and methods of treatment.
Key words: dystonia, hyper- and hypohydration, hyper- and hypoosmolarity, muscular hyper- and hypotony, arterial hyper- and

hypotension.

(For citation: Litvitsky P.F. lon Exchange Disorders. Voprosy sovremennoi pediatrii — Current Pediatrics. 2015; 14 (3): 349-357.

doi: 10.15690/vsp.v14i3.1370)




HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Ta6nuua. INEeKTPOIUTHLIN COCTaB MAKOCTEN opraHnama B Hopme

CopaepikaHue 3IeKTPOJIUTOB, MIKB/ N
Huakoctb
Na* K* cr HCO3 PO;" S0;°

Mnasma KpoBw 142 4,5 100 25 2 1
HenyaouHbli CoK:

C BbICOKOM KUCNOTHOCTbIO 45 30 120 25 - -

C HU3KOM KMCNOTHOCTbIO 100 45 0,015 115 30 - -
KuwweyHbIn cok 120 20 110 30 - -
Henyb 140 5 - 40 - -
MaHKpeaTUyecKnin Cok 130 15 - 80 - -
BHYTpUKNeTo4Has *KMAKOCTb 10 150 5 10 100 20

lpumedaHne. * — 3HaYeHUs LWWMPOKO BapbUpPyIOT AN KUAKOCTEN XenyaKa U KULIEYHUKa.

NnoBbIlWEHHOM 06pa30BaHMM aHIMMOTEH3WHA, asfbAocTe-
pPOHU3ME.

e [Mnoruapartauus opraHMama, coyeTatrollasics ¢ runoBose-
MWUeN BCNeacTBME HeOoCTaTOYHOro MOCTYNJEeHUs BOAbI
B OPraHM3m (Hanpumep, Npu orpaHUYeHnUn NpuemMa Kua-
KOCTU W/WNNY MULLN); N3OLITOYHOIO BbIBEAEHUS HUAKOCTH
M3 opraHuama (Hanpumep, Npu pBoTe, NMOHOCaX, MOU-
YpWH, NOBbILEHHOM U ASIUTENbHOM NMOTOOTAENEHWUN).

e [eMOKOHLEeHTpauus B peaynbrate nepepacnpegeneHums
KMOKOCTM M3 COCYAOB B TKaHW (Hampumep, NMpu rvmno-
NPOTEMHEMMUMN Y MALMEHTOB C MNEYEHOYHOW HeJocTaTou-
HOCTbIO MW NPU YBEIMYEHUN OHKOTUYECKOTO AaBlEeHUs
B TKaHfAX B CBA3W C MPOTEONIN30OM MPU AJUTENbHOM
ronoaaHumn).

lposiBneHns runepHarpuemum (puc. 1)
K 4ncny oCHOBHbIX NPOSABIEHWIA OTHOCAT:

® MNEepPOCMONSANIbHOCTb KPOBU WM APYrnx OGMONOrMYECKUX
YKUOKOCTEN (B CBA3M C BbICOKOM OCMOTUYECKOW CMOCO6-
HOCTbIO MOHOB HaTpKS);

® runorvapaTaumio KNeToK, UX CMOpPLIMBaAHWE WM HEpPeaKo
[eCTPYKLMIO (B pe3ynbTaTe TpaHcnopTa BOAbl M3 KNETOK
B MHTEPCTULUMI MO HapacTaloWeMy rpagMeHTy oCMOoTUYe-
CKOro AaBneHus);

e OTeK (yBenuMyeHue obbemMa HWOKOCTU B UHTEPCTULMAIb-
HOM MNPOCTPaHCTBE B pe3ynbTaTe MNOBbLIWEHUS B HEM
OCMOTUYECKOr0 AaBeHuUs);

® MoBbllWeHNe BO3OYAUMOCTU HEPBHOM U MblLUEYHOW TKaHU
(BCNeacTBME YBENMYEHUSA BHYTPUKNEToYHoro Na* 1 cHu-
eHUs nopora Bo36yaMMOoCTK);

® apTepuanbHyl0 rMNEepTeH3uio (B CBA3WM C HaKOMIEHWEM
n36biTka Nat B aHAOTENUM, MaJKOMbILIEYHbIX U APYrUX
KNneTKax COCyAUCTON CTEHKMU, OCOBEHHO apTepuon);

® afKano3 (3K30reHHbI, Hanpumep MNpu yBeUYEHHOM
npueme Na,HCO5; noyeyHbIn — B yCNOBUSX runepasib-
[OCTEPOHM3MA);

Puc. 1. MposiBneHus runepHaTpuemmmn

® pacCCTPOMCTBA BbICLIEN HEPBHOM AEATENbHOCTH (Y Naum-
E€HTOB HepeaKo pa3BMBAlOTCS YyBCTBO CTpaxa, MaHu4e-
CKWIW CUHOPOM, AENpeccus).

MexaHn3Mbl KOMNeHcauMn runepHaTtpueMmum

YcTpaHeHWE WU CHUXKEHWE BbIPaXKEHHOCTU rMnepHaTpu-
€MUK B OPraHM3me JOCTUraeTcs, Kak NpaBuio, 3a CHeT aKTu-
BalLMK [ABYX MEXaHU3MOB — CTUMYJISLMM CEKPEeLMnN aHTU-
anypetnyeckoro ropmoHa (AAl;, KaK pe3ynbTaT akTMBauuu
OCMOPELIENTOPOB M HEMPOHOB LIEHTPA Xaabl; B 3TON CBA3M
3a/leprKKa KUOKOCTU B OPraHNM3Me MOMKET CHU3UTb CTEMEHb
WKW YCTPaHUTb TMNEPHATPUEMWUIO) U YBEIMYEHMS NMPOAYKLMM
HaTpumypeTu4eckmx ¢aKkTopoB (aTpuonentuHa, Mo4YeyHbiX
npocTarnaHaMHoB).

CneymannsupoBaHHasi MoMoLlyb MPHU runepHaTpue-
MMM HanpaBfeHa Ha JMKBUAALUMIO MPUYUHBI, Bbl3BaBLIEN
NoBbILEHNE YPOBHS HATPUSA B KPOBW; CTUMY/ISILIMIO BbiBEAE-
HWSI HAaTpWs U3 KPOBM OWypeTUKamu (Hanpumep, Kanumcbe-
peramoummm 1 NeTneBbIMK Tuna GypoceMmnaa; aHTaroHMcToMm
anblOCTEPOHA — CMMUPOHONAKTOHOM); BBEAEHHUE KUAKOCTEN
B opraHm3m (Hanpumep, 5% pacTBopa rMMKO3bl), KOTOpble
CHMXKaIOT YPOBEHb HATPWS B KPOBW.

MnoHaTtpuemus
[MnoHaTpMeMuss — yMeHblueHMe OO6LIEr0 COoAepKaHus
HaTpKs B CbIBOPOTKE KPOBU HUXKE HOPMbI (MeHee 13 MMonb/n).

OCHOBHbI€ NPUYUHBI TMMTOHATPHEMUN

e Hepoctato4yHoe (MeHee 8—6 r/cyT) NOCTynaeHne HaTpus
B OpraHuM3aMm BCNEeACTBME TMOJIHOrO ronofaHusa (npu
BbIHY>XJEHHOM W/ OCO3HAHHOM OTKa3e OT MULLM, Hanpu-
Mep C LeNbio NoXyAaHus UK BO BPEMS BOEHHbLIX [Aen-
CTBWM); HAaCTUYHOI O (HAaTPUEBOrO) rofiofgaHus (Hanpumep,
npu 6ecconeBon anete).

® M36bITOYHOE BbIBEAEHUE HATPUS U3 OpraHn3ma B pesysb-
TaTe NOBbILEHHON 3KCKPEL MM MOYKaMKU C MOYOW (Hanpu-

| OCHOBHbIE MPOSABAEHUS TMNepHATPMEMUH

! ! !

! ! !

MnepocMonsinbHOCTb KPOBHM PacctponcTBa MNoBbileHne
N . Mnorugpatauums . ApTepuanbHas
W APYTUX BHEKIETOYHbIX BbICLLEV HEPBHOM HEPBHO-MbILLEYHOW Otek
. KNEeTOK rMNepTeH3uns
KuakocTewn [eATeNbHOCTU BO36YAMMOCTH




Mep, Npu ruMnoanbgocTeEPOHM3MeE, caxapHOM auaberte,
XPOHUYECKUX HedpuTax, NOYEYHOW HegoCTaTOYHOCTH,
NPUMEHEHUN ONYPETUKOB, TMMNEPNPOAYKLUMM Npeacepa-
HOro HaTpumypeTMyeckoro daxktopa v/wnu npocrariax-
OvHa E); AnnTenbHOro o6mnbHOro NoTooTaeNneHus (Hanpu-
Mep, B YC/OBMAX MOBbIWEHHOW TeMnepaTypbl BO3ayxa);
XPOHMYECKUX MOHOCOB, MOBTOPHOM PBOTHI (MpW pBOTE
1 NMOHOCax OpraHn3m MoxeT TepsiTb A0 10—15% HaTpus).

e [emoguniooumss — YyBEJMYEHME COAEPIKaAHUSA MKUAKOMN
4acTW KPOBW B CBSA3M C MOBbIWEHHbIM ynoTpebneHnem
XUOKOCTW (Hanpumep, Npu caxapHoMm avabete); napeH-
TepanbHbIM BBEJEHWMEM pPaCTBOPOB, HE COAepxKalimx
HaTpusa (Hanpumep, Npu NPOBeAEHUN AE3UHTOKCUKaLUK
opraHuM3mMa); HeJOCTaTOYHOCTbIO AKCKPETOPHON DYHKLMK
noyeK (Hanpumep, B pesynbrate OIUTypUn UM aHypuun
Nnpu NOYe4YHON HEeOOCTaTOYHOCTH, IGO0 NPU M3BLITOYHOM
cekpeuunn AIlN); TOKOM XUAKOCTU U3 UHTEPCTULMUSA B COCY-
[bl (Hanpumep, NPU yCTPaHEeHUU rTMNONPoOTEUHEMMUN).

lMposiBneHuss runoHaTpuMeMum (puc. 2)
[NaBHbIMU CPEN HUX ABASIOTCS:

® MNOOCMONSANBHOCTb KPOBWU WM [APYrUX HMAKOCTEN opra-
HM3Ma (KaK pe3ynbraT geduumuTa OCMOTUHECKM aKTUBHO-
ro HaTpus);

° runepruapaTauma KNeToK n nux HabyxaHue (B pesynbraTte
TOKa YMAKOCTM U3 UHTEPCTULMS B KNIETKMU NO BO3pacTato-
Lemy rpagueHTy OCMOTUYECKOrO JaBEHUS);

® CHWXeHWe Typropa, 3n1aCTUYHOCTM KOXM M CIM3UCTbIX
060/104€K, UX CyXOCTb (KaK cneacTBUE YMEHbLIEHUS XNUa-
KOCTM B WMHTEpPCTULMANbHOM MPOCTPaHCTBE — BHEK/e-
TOYHas runornapartaums);

® CHMXEeHWe BO36YyAMMOCTU HEPBHOW U MbILEYHON TKaHU
(B pesynbraTe NoBbIWEHMS MOpora BO36yAMMOCTHU KIETOK
B YCNOBUSIX HU3KOIO BHEK/IETOYHOIO YPOBHS HaTpus);

® MbllleYHas TMNOTOHMSA (BCNEACTBME MOHUMKEHUS BO3OY-
OMMOCTM MUOLIUTOB);

® apTepuanbHas TUMNOTEH3US (B pe3y/nbTaTe CHUKEHWUS
TOHyCa rMaAKOMbIWEYHbIX CTEHOK COCYAOB, a TaKe 3a
CYeT YyMeHbLEHUS CoKpaTUTENbHOM GYHKUMKM MUOKapaa
W cepaeyHoro Bblbpoca);

® HapylleHuWe BbICLIEN HEPBHOM AesATebHOCTU BMIOTb
[10 NcUMxacTeHMM U PaCcCTPONCTB CO3HaHWA (BCneacTBue
WOHHOrO paucbanaHca, runeprugpataunn HEWPOHOB,
TMNOKCHMM MO3roBOM TKaHW);

® AMCNENTUYECKME PACCTPONCTBA — CHMMKEHWE anneTuTa,
TOWHOTa, pBOTa (Kak pe3ynbrar HapyweHus GyHKUMK
rMnepruapaTMpoBaHHbIX KIETOK, OCO6EHHO HEPBHbIX
LIEHTPOB; HapylleHNss MeTaboIn3ma B HMX).

Puc. 2. MNposBneHns runoHaTpuemMmm

MexaHn3Mbl KOMNeHcauMn runoHaTpUueMnum

B opraHuame

AKTMBaALMS CMHTE3A U MHKPELUW anbaoCcTepoHa, CTUMY-
nvpylouero peabcopbLnto HaTpUsA B MOYKax; TOPMOXKEHHUE
NpoAyKUMM aTpuonentMHa WM NpocTarnaHAMHOB B MOYKaX,
NnoAaBnAOWKNX KaHanbLEeBYO peabcopbumio MOHOB HaTpus;
cTumMynsaums Boelpoca AL Npy pasBUTUKM TMNOBONEMUN.

YcTpaHeHue runoHaTpueMmu [OCTUraeTcs NyTeM JIUK-
BMAALMM NPUYUHBI TMMOHATPUEMWUK; BHYTPUBEHHOIO BBEE-
HUSA pac4yeTHoro o6bemMa 1-2% pacTBopa x/iopuaa HaTpus;
napeHTepanbHOro BAMBaHUS Nna3mbl KPOBW, Nia3mMo3ame-
HUTEenen, 6enoKcoaepallinx pacTBOPOB.

HAPYLWIEHUSAA OBMEHA XJIOPA

HapyweHuss obMeHa xnopa, Kak npaBuio, COMyTCTBY-
10T paccTponcTBaM MeTabonnM3Ma HaTpus, a TaKKe Kanus.
BmecTe ¢ Tem npu paccTponcTBax KUCNOTHO-OCHOBHOIO CTa-
Tyca 3Ta 3aBMCMMOCTb CYLLECTBEHHO CHUWMXKaeTcsa: Npu MeTa-
601MYECKMX aLMa03ax 1 ra30BbIX anKano3ax yBenninBaeTcs
cooTHoweHue [ClI]/[Nat], a npu HerasoBbIX asKano3ax OHO
yMeHbwaetcs. TpaHcnopT CI” yepesd KAeTo4Hylo memOpaHy
ocyulectsniseTca B 06MeH Ha HCO3 (3ToT MexaHM3M 0603Ha-
yaetcs Kak ClI'/HCO3; — aHTMNopT), a U3 TKaHel B KpOBb —
NpW y4acTUu YrIEKUCNOTbI.

MMnepxnopemMus U runoxaopemMus

MnepxnopeMust xapakTepuayeTcs yBennyeHnem obLero
COAEpPKaHMS X0pa B CbIBOPOTKE KPOBM Bhille HOPMbI (KaK
npasuno, 6onee 108 mmonb/n).

[MNOXI0PEMUS — CHUMKEHME COAEPIKAHUS X/IOpa B CbIBO-
POTKE KPOBM HUXKE HOPMbI (KaK NpaBuio, HUxe 96 MMonb/n).

Haun6onee 4acTble NPUYUHbBI FrUNIEPXIOPEMUU

e [loBbllWeHHOE NOTpebNieHne xaopa € MNULLEA U MUTbEM,
B OCHOBHOM B COCTaBe MOBApPEHHOM COMM.

e CHMWXEHHOe BbiBeAeHWe X10puMAOB W3 oOpraHu3ma
(Hanpumep, BCNeacTBME NOYEYHOM HeJOCTAaTOYHOCTH NPU
andodysHom rnomepynoHedpure).

e [eMOKOHUEeHTpaumsa (Hanpumep,
TEPMUN).

e [lepepacnpegeneHune xnopa M3 TKaHen B KPOBb (Hamnpwu-
Mep, Mpu MOYeYHOM HedoCTaTOYHOCTU, COMPOBOXAAl0-
LLLENCH CHUXEHUEeM CnocobHOCTM HePPOHOB K BbiBee-
HUIO MOHOB HT HeneTyunx Kucnot unn peabeopbLun B
HUX rMApoKapboHaTa; NPy 9K30reHHOM aungo3e B CBA3KU
C MOCTyN/eHMeM B OpraHu3M HeneTy4ux KUCNoT; notepe
OpraHn3MoM ruapoKkapboHaTa C KULIEYHbIM COAEPHKMU-
MbIM Mpu anapee).

B YyCnoBuAX runep-

OCHOBHbIe MPOSIBNEHUS TMNOHATPUEMUU

[MNooCMONSANBHOCTL KPOBH PacctpoiictBa
CHwXeHue Typropa M . MbiweyHas [ucnentnyeckne
1 LPYruX BHEKNETOYHbIX BbICLUEV HEPBHOM .
. KOXW U CIIM3NCTBIX TUMOTOHUSA paccTpoiicTBa
KugrocTemn LesiTeNbHOCTH
CHWKeHne
Mneprugpataumns . ApTepuanbHas
HEepPBHO-MbILLEYHOM
KNeToK rMNOTEH3MS
BO36YyAMMOCTH

i
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

OCHOBHbI€ NMPHUYUHbI FTUITOX/IOPEMUHN
° YBenuM4yeHWe BbIBEEHUS X/Jopa M3 opraHu3ma npu

NMOBTOPHOM W OBGUIBHOW PBOTE XENYAOUYHbIM COLAEPHM-

MbIM (Hanpumep, Npu MHPEKLUMOHHbLIX 3abofeBaHuUsX,

CTEHO3€e MpUBpPaTHUKA, KULIEYHOW HEMPOXOAUMOCTH);

XPOHMYECKMX MOHOCax (Hampumep, y NauneHToB € aHTe-

poKoNUTamMu, CUHAPOMOM ManbabCcopoLIUN).

e [lepepacnpegeneHue xaopa M3 KPoBM B TKaHW (Hanpwu-
Mep, B yCNOBMUSX aLMAo3a, U36bITKa XKULKOCTU B UHTEP-
CTMLMaNbHOM NPOCTPaHCTBE, O6LIMPHOro acuuTa).

e CHWXXEHMWe NOCTYMIEHUs X10pUa0B B OpraHmMam (Hanpw-
Mep, MNPV NOIHOM rON0AaHMU UK UCKITIOYEHUN U3 paLu-
OHa NOBapPEHHOM COMMN).

MposiBAeHus1 runo- n runepxaopeMmMu He UMEIOT Bblpa-
WeHHon crneundukn. OHM 3HAYMTENbHO MNEPEKPbIBAOTCH
npu3HakamuM OCHOBHOM MaToONOrMM, a TaKXKe MpU3HaKa-
MU TWMNO- WAW TUNEPHATPUEMUM, TUNO- WM TUNEepKanue-
MUK, C KOTOPbIMWU TUMO- UK TUNEPXIOPEMUS, KaK NpaBuio,
coyeTaeTcs.

MeTtoabl ycTpaHeHUsI (CHMXXEHMUSI CTerneHH) rumno-
M runepxaopemMmm NpUHLMNMAaNbHO Te e, YTO U NpK rmno-
U rMNepHaTpueMmm W runo- U runepkasnemuu, CooTBeT-
CTBEHHO.

HAPYLUEHUS1 OBMEHA KAJIUA

Kanuit aBnsieTcs OCHOBHbIM KaTMOHOM BHYTPWMKIETOY-
HOW XuMAKocTU. B Hel Haxoautes okosno 3000 MIKB Kanus,
T.€. NpnénunsunTensHo 90% Bcex 3TUX KaTUOHOB OpraHu3ma.
3HauuTenbHan Yactb Kt cBsizaHa ¢ 6efkamu, yrnesogamu,
dochdatamn, KpeaTMHMHOM. BO BHEKNETOYHOM KMAKOCTU
COAEPXUTCS OKONO 65 M3KB K*, a B CbiIBOPOTKE KPOBU —
3,4-5,3 Mmonb/n. COOTHOLIEHWE BHYTPU- U BHEKIETOYHOIO
coaepxaHusa K* aBngetca oCHOBHbIM GaKTOPOM COCTOSHUSA
3NEKTPUHECKON aKTUBHOCTM BO36YAMMbIX CTPYKTYP.

B cyTkM B opraHM3m 4enoBeKa [OO/MKHO MNocTynaTb
40-60 makKB (2—-4 r) kanusg. MpumMepHO TaKoe e Konunye-
CTBO €ro BbIBOAWUTCS M3 OpraHM3ama, B OCHOBHOM MOYKaMMU.

PaccTtpoictBa meTabonnama Kanus NnposBNaTCS rurnep-
KasimeMmuen Wnv rurnoKaimeMmnen.

Mnepkanuemus

[Mnepkanuemuss — yBen4YeHne OOLLEr0 COAEpPrKaHUSA
Kanns B CbIBOPOTKE KPOBW BbllE HOPManbHOro YpOBHS
(6onee 5,5 Mmmonb/n).

InaBHble NPUYUHDBI FTUMEPKaTMEeMUN

e YMEHblUEHMWE 3IKCKPELMUM MOYKaMM MOHOB Kanusa B
peaynbrate no4Ye4yHom HeaoCTaTo4HOCTH. [MOYKKM CnoCco6-
Hbl BbiIBOAMTb A0 1000 M3KB/CyT Kanus, T.e. 3Hauu-
TenbHO 6osblie, YemM ero noctynaeT B HOpMe B opra-
HU3M. [loBpeaeHne NOYEHYHON TKaHW MOMKET MPUBECTU
K rMnepKaaMemMuun npmu HOPMaabHOM WK JaxKe HECKOSb-
KO CHUXEHHOM (M0 CpaBHEHMIO CO CTAaTUCTUYECKOM HOp-
MOW) MoTpebneHnn; rmnoanbhoCTEPOHN3MY (Hanpumep,

Puc. 3. MposBneHns runepkanmemMmm

npu HaaNO4Ye4YHNMKOBOW HEJOCTATOYHOCTU MU CHUKEHUU
YyBCTBWUTENIbHOCTW 3MUTENUA KaHaNbLIEB K anbAoCcTepo-
Hy Yy NauMeHTOB ¢ HepponaTusaMmn, CUCTEMHON KpacHOM
BOMIYAHKOW, aMWIOMA030M, MOParKEHWEM WHTEPCTULINS
noyek).

MNepepacnpegeneHne Kanus n3 KIETOK B KPOBb BClea-
CTBME NOBPEXAEHNS M pPa3pyLleHUsa KNeToK (Hanpumep,
Nnpv remonnse GOPMEHHbIX 3TEMEHTOB KPOBMW; F’MMOKCUH,
WIIEMUN W HEKPOo3e TKaHeW; CUHAPOME [JUTENbHOro
pasnaBnMBaHUSA TKAHEN, UX OXOre MM PasMO3XKEHUMN);
TMNOWHCYIMHW3Ma (B OCHOBHOM B CBSI3M C MOBbIWEHHbIM
rMUKOTEHOM30M M NPOTE0IM30M, COMPOBOXKAAOWUMCS
BbICBOOOXAEHMEM 6OMbLIOTO KOMMYECTBA Kanus); BHY-
TPUKNIETOYHOrO aumao3a. JATo onpeaensieTcss M30bITKOM
H* B Knetkax, 4to ctumynupyeT Bbixogd K' n3 Hux npu
0AHOBpPEeMeHHOM TpaHcnopTe Cl” B KNeTKM.

BBeneHne M36bITKa Kanua B OpraHu3m.

MposiBneumns runepkannemmm (puc. 3)

K HUM oTHOCATCS:

MbllLlEeYHas rMNoTOHMS, MbllleYyHas cnabocCTb;

napasanyun mbll U runopedneKcus;

aTOHUS KMLWEYHMKA M 60/IM B MblllLLaX (YKa3aHHbIe Bbllle
M3MEHEHMS SBASIIOTCH Pe3yNbTaTOM HapylleHUs Mexa-
HM3MOB GOPMMUPOBAHUS NOTEHLMANOB MOKOS, NOTEHLM-
anoB AENCTBMUSA, a TaKKe HEepPBHO-MbIWEYHOM nepefayu
BO30YXKAEHMSA);

6paguKapans u apuTtMun cepaua;
aTPMOBEHTPUKYNAPHAA W/WUAKU  BHYTPUIKENYAOYKOBASA
610Kaaa NpoBeAeHUs UMMyNbca BO3OYKAEHUS (MPWU KOH-
LeHTpauum Kt 8—10 mmonb/n BO3MOXHa 6/10Kaaa npo-
BeLleHUs UMNysibca BO36YXAeHUA, a npu 13 MMonb/n —
OCTaHOBKa cepiua B AuacTone; 370 06bACHAEeTCs
3HAYUTENbHLIM MOBbLILIEHWEM B YCNOBMUSIX TMNepKanve-
MUK XOJIMHOPEAKTUBHbIX CBOMCTB cepAaua W Nporpeccu-
pylOLUM NageHnem Bo36yaMMOCTM KapaAuOMUOLIMTOB).

ApPpeKTuBHbIE METOAbI yCTPaHEHUS1 rTHNepKaaneMnm
JInKBHAaUUS NPUYUH TMNEPKaTMEMUN.

AKTUBaLMS TpaHcnopTa K™ 13 MEeXKNIETOUHOM MUAKOCTH
B K/JETKM MyTeEM BHYTPUBEHHOro BBEAEHUS pacTBopa
XNopuaa KanbLus, a TakKe pacTBopa MMoKo3bl B KOMOU-
HaLMK C MHCYNMHOM (TPAHCNOPT MIOKO3bl B KNETKU Nof
BAWSHUEM MHCYNIMHA CTUMYIUPYET Nepexod B Hux u K*,
YTO CpPaBHUTENbHO ObICTPO YMEHbLUAET CTENEHb runep-
KanMeMuu 1 ee KapaAMoTOKCHYecKkne addeKTbl) U BHYTPU-
BEHHOWN MHPY3MM BUKapboHaTa HaTpUs (4TO NOTEHUMpYyeT
TpaHcnopT Kt B KNeTkun).

CTUMYNALMA MeXaHW3MOB BblBeJeHUAa MW36biTka K*
M3 oOpraHu3ma MocpeacTBOM TMpPOBEAEHUA Auau-
3a (remMoiManu3 Mno3BONIFET CHWU3UTL cogepiaHue K*
B CbIBOPOTKE KPOBM HaMonoBUHY yxe 4yepe3 3-4 Y
OT Hayana npoueaypbl); NPUMEHEHUA AWMYPETUKOB
(Hanpumep, dypocemnga), npenaparoB aabaoCTePOHa

OCHOBHbI€ MPOABAEHUS TMNEPKaTMeMnmn
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(Hanpumep, B BUAE [1E30KCUMKOPTUKOCTEPOHA aleTa-
Ta WK TPUMEeTuNaueTata), KaTMOHOOOGMEHHbIX CMON
(HanpuMmep, nonuctTuposncynbdoHata HaTpusa; nonaaas
B KWLWEYHMK, CMONbl ygansioT ao 60-100 mmonb Kt
B TeyeHue nepBbix 4—6 4: 3TO CBSI3AHO C TE€M, 4YTO
B KMWIIEYHOM COKe CcOoAeprKaHue Kanua B 2-4 pasa
BbIlLE, YEM B CbIBOPOTKE KPOBMH).

MMnokanuemusa

[MNnoKanMemMmnss — yMmeHblleHne oO6Lero coaepraHus
Kanusl B CbIBOPOTKE KPOBU HUXKE HOPMbI (MeHee 3,4 Mmonb/n).

YyutbiBasd, 4TO 3HauyuTenbHad 4actb K (okono
155 MMONb/N) COOAEPKUTCHA B KINETKax, TO Aaxe 3HayuTeNb-
Has NoTeps Kanus KNeTKaMu MOXEeT coYeTaTbCs C He6Oob-
LUMMU UBMEHEHWUSIMU €r0 COAEPIKaHUSA B CbIBOPOTKE KPOBU.

Hau6o0nee KnMHU4YeCKU 3Ha4YuMble NPUYUHbI
rurnoKaanemMmnm

e HepoctatoyHoe (meHee 10 M3KB/CyT) NoOCTynjeHue
Kanua B OpraHvM3aMm C nuwen (Hanpumep, npu ronoga-
HUW UM OTPaAHUYEHUN NPUEMA NPOAYKTOB, COEPIKALLMX
COeVMHEHUs Kanns, — OBOLLEN U MOJTIOYHbIX NMPOAYKTOB).

® I36bITOYHOE BbIBEAEHWE Kanus U3 opraHn3mMa B pesysb-
TaTe XPOHWYECKMX MNPOPY3HbIX MOHOCOB (KMLIEYHbIE
CeKpeTbl coaepxaT 60/blloe KOMMYECTBO Kanus);
NOBTOPHOM pBOTbLI. CofepykaHue Kanus B Kenygo4yHom
COKe HEeBbICOKOE, OJHAKO rMNOBONEMUS Bbl3blBAET BTO-
PUYHBIA TMNEPanbLOCTEPOHN3M U YBENUYEHUE IKCKpe-
uun noHoB Kt noykamu; noBbllIEHHOE BbiBEAEHUE Kanus
noYykamm.

e [lepepacnpepeneHve K™ 13 KpoBu M/MIN MEKKIETOY-
HOM XMAKOCTU B K/IETKU B YCNIOBUAX YBEMYEHUS YPOB-
HS MHCYNMHA B KPOBM (NpWU Nepeno3upoBKE MHCYIMHA
WK UHCYIOME); TMNnepKaTexonammHeMum (B peadynbrate
M36bITOYHOrO BBEAEHMS B OpraHn3mM npenapaToB agpe-
HanuHa, HopaapeHanuHa, godaMmuHa unun npu Geoxpo-
MOLIMTOME); Nepeao3npoBKU GOMEBON KUCNOTbl UK
BUTaMuHa B, (Hanpumep, nNpu NevyeHUn naLueHToB
C Merano6nactHoOn aHeMueW. YKasaHHble BellecTBa
CTUMYAUPYIOT Nponudepaumnio KNeToK M MU36bITOYHOE
noTpebneHne UMM Kanus).

MposiBneHns runokannemmm (puc. 4)
Hanbonee NnaTorHOMOHWYHbIMU U3 HUX CHUTAIOT:

® yxyaweHWe HEPBHO-MbIWEYHOM BO36YAMMOCTH, YTO NpU-
BOAMWT K Pa3BUTUIO MbILLEYHOM cnaboCcTy BMIOTb A0 napa-
NIMYa, CHUMKEHUIO MOTOPMKM (TMMOKMHE3WNK) KenyaKa
W KULIEYHMKA, YMEHbLIEHUIO TOHYCa apTepuon ¢ pas3Bu-
TUEM apTepuanbHON r’MMNOTEH3UU;

°* apuUTMKUK cepjiLia 1 ero ocTaHOBKa B AMACTOJE;

Puc. 4. MposiBneHns runokanmemmm

® W3MEHEHUS 3NEeKTPOKapaMorpammbl: YAJIMHEHUE UHTEP-

BanoB P—-Q v Q-T; pacluMpeHUEe U CHUKEHNE aMMIUTYabl

3ybua T, HepeaKo oTpuuaTenbHbin 3ybel T;
® COH/MBOCTb, anaTtuio, CHWXKeHWe pPaboToCnoCOBGHOCTH,

NCUXaCTEHMIO;
® BHYTPUKIETOYHbIA alLMao3, B OCHOBE Pa3BWUTUSA KOTO-

poro — cHueHne [K'] B KneTkax 1 HaKomnjaeHue B HUX

n36biTKa H*;
® AUCTPODUYECKME WUBMEHEHUS B OpraHax M TKaHSX

(Hanbonee BbipaxeHbl B cepaue, MnovyKax, MeyvYeHwu,

KULLIEYHUKE).

YcTpaHeHne /ymeHblLeHHne CTerneHU runoKaimemMum
JOCTUraeTca nyTem JMKBUAALMWM MPUYUHBI TMIOKaNMeMUH;
BBeJEeHUs B opraHuMam conen Kanus. Conu Kanus moryt
coaeprKaTtb Ntobble aHWOHbI, HO NPEeANOYTEHNE AOMKHO OTAa-
BaTbCS XJI0PUAY Kanus, NOCKOMbKY, KaKk NpaBuio, y nauueH-
TOB BbIABASETCA U TMMNOXJI0PEMUSA (MPU 3TOM HEOBXOAMMO
nepruoanyeckn KOHTPOIMPOBATb YPOBEHb Kasiusa B KPOBH).

HAPYLWEHUA OBMEHA KAJIbLIUA

B opraHvMame KanbLui COAEePKMUTCS B OCHOBHOM B KOCTSIX
1 3ybax (B BUAE OKCManaTtuta), a TakKe B CbiIBOPOTKE KPOBM
N APYIrUX KUOKOCTSIX.

Mnepkanbunemus

MnepKanbUnemns — noBbliWEHWE O6LEro coaepia-
HUS KanbUMS B CbIBOPOTKE KPOBM 6osfiee HOPMbl (Bbllle
2,57 mmonb/n, unn 10,3 mr%).

Mpu4nHbI rMNepKaabyueMmun

e  WN36bITOYHOE MOCTYMNJIEHWE CONEN KanbLMs B OpPraHW3m
B CBSI3W C WX MNapeHTepasbHbiM BBEAEHWEM B oOpra-
HU3M (Hanpumep, pactsopa CaCl,); yennyeHnem ypos-
HA n/mnn addEKTOB KanbuUUTpUona (CTUMYIUPYIOLLErO
TPaHCMNOPT KanbLUKUSA B KPOBb M3 TOHKOIO KULWEYHUKA).

e YMeHbluEHUE 3KCKpeLnn Ca2* nmoykamu B pesynsrate
yBENNYEHUSA COAepKaHUsa U/ unu apdeKToB napatupeo-
TPOMHOro ropMoHa (Npu runepnapaTnpeose BCneacTeme
rMnepnnasvu v ageHoMbl napawuMTOBUAHbIX XKenes);
runepButaMmHo3a D; CHWXXeHUA cofepyaHus B KPOBWU
n/nnu abGeKToB TUPEOKaNbLMTOHMHA.

e [lepepacnpegeneHue Ca2* W3 TKaHel B KpoBb BCnen-
CTBME aLuAo3a, Npu KoTopoM CaZ* BbIBOASTCS M3 KOCT-
HOM TKaHU B 06MeH Ha HY (Takas KapTuHa Habnogaercs,
HanpuMmep, Npu caxapHom AgnabeTte, MOYEe4YHOM HeaocTa-
TOYHOCTHU, HEKOTOPbIX ONYXONSX); A/IMTENbHOIO OrpaHuye-
HUS ABUraTeIbHOM aKTMBHOCTU M/UNKN AeNCTBUS daKTopa
HEBECOMOCTH (Hanpumep, Npu nonetax B KOCMOC).

e YcuneHue MOHM3aUMK KanbLus (Hanpumep, B YCNOBWM-
fX alugo3a, NpuM KOTOPOM yBenuyusaeTcs gons Ca2*

OCHOBHbIE MPOABAEHUS TUNOKanMemuu
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

B CbIBOPOTKE KPOBW NpW HOPManbHOM 06LLEM €ro cogep-
KaHUK).

e POCT 310Ka4YeCTBEHHbIX onyxonen — oaHa U3 Hanbonee
4acTbIX MPUYMH TMNEepKanbLUeMUH.

lposiBneHns runepKaabymemmum (puc. 5)

MaTonorMyeckne CUMNTOMbI NOABASAIOTCA NpU runep-
Kanbunemuun 6onee 11-12 mr%.

APpPeKTUBHbIMM MeTodaMHn YCTpPaHEeHMUs runepKab-
uMemMMM ABNSIOTCA NMKBUAAUMSA MPUYUHBI TUNEpKanbLu-
eMuUKn (NyTeM BbISIBNEHUS W fleyeHuss 60ne3Hu Wau nato-
JIOTUHECKOro rnpoLecca, NpUBEAWNX K runepKaibumemMumn);
CTUMYNSAUMS BbIBEAEHUA M30bITKa KalbLUWA U3 OpraHu3ma
dopcupoBaHMeM auypesa MocpeAcTBOM BHYTPUBEHHO-
ro BBEJEHWA M30TOHMYECKOro pacTBopa xiopuaa Hatpus
B 06beme ~3—4 1/cyT B cCO4ETaHUN C ANYypETUKaMu; TOPMO-
YeHWe npoLiecca pe3opbLun KOCTEN OCTEOKIacTamu (nytem
npPUMEHEHUS NpenapaToB TMPEOKANbLMTOHMHA, 3CTPOreHOB,
o6vchocdoHaToB, HUTpATa ranaus, KOTopble OAHOBPEMEHHO
CNOCOBCTBYIOT peKanbUMdUKaLMM KOCTHOM TKaHW).

Mnokanbuuemua

[MNoKanbUMeMnss — CHUXKEHME OO6LILEro coaepa-
HUS KanbUMS B CbIBOPOTKE KPOBM HUXKE HOPMbl (MeHee
2,23 mmonb/n, nan 8,5 Mr%).

MpuYnHbI rMNOKaabLUueMHUHn

e [MnonapatMpeos (B 3TWUX YCNOBUSX TOPMO3UTCH BbICBO-
OOXAEHWEe KanbLMs M3 KOCTEM W CTUMYIMPYETCS €ero
BblBElEHME NOYKaMMK).

e [MnoBMTamMnHO3 D (Npu 3TOM CyWECTBEHHO CHUKaeTcs
BCacCblBaHME KasibLMS B KULIEYHUKE).

e [UnepceKpeuus TMPEOKanbLUTOHMHA, ABNAIOLLErOCS aH-
TaroHWCTOM NapaTUPEOTPONHOro roOpMoHa.

e [laTtonorus KULWeYHUKa (XpOHUYECKUE IHTEPUTHI, PeE3eK-
umMs dparmMeHToB TOHKOW KWLIKW, CUHAPOMbI Masjbab-
copoéuum).

e AXONUS — OTCYTCTBME B KULLEYHUKE XKeNyu (XKendyb Heob-
XxoauMMa ana obecneveHns MetTabonMama X1MpopacTBopu-
MOro BuTamuHa D, a TakKe ans npoTeKkaHus NpoLeccoB
NMOJIOCTHOIrO U MEMBPAHHOIO NULLLEBAPEHNS).

e XPOHWYECKUN HEKOMMNEHCUPOBAHHbIN ankanos.

o [MNnomarHMemmus (CHWKeHue coaepanus MgZ*t B Kpo-
BM TOPMO3UT CEKpPELMIoO napaTMpeoTponHOro ropMoHa,

Puc. 5. lposBneHuna runepkanbumeMmu

a TaKkKe 3pdeKTbl 3TOro ropMoHa M BuTammHa D B KOCT-
HOM TKaHM).

e [MNoanbbyMMHEMHUS (CONMPOBOXAAETCH CHUMEHUEM YPOB-
H$1 O6LLErO KanbLMsA CbIBOPOTKMU KPOBK 3a CYET ero dpak-
LMK, CBA3AHHOW C anbObyMUHaMH).

XapaKtepHbie nposiB/IeHUs1 r’MMNoKaJlbLyUueMmun —

puc. 6

9¢PpPeKTUBHBIMN MeTogaMM yCTpPpaHEeHUs TMMnoKallb-
UMeMMH SBASIOTCS NTMKBUAALMS MPUYKUHBI TUNOKANbLUMEMUN
(Hanbonee Yactaa NpuUyYMHa — runonapaTupeos; 4nsa ycrpa-
HEHUS 3TOr0 COCTOSIHWS MPOBOAAT 3aMECTUTENbHYI Tepa-
MU0 NapaTMpPeoTPOrHbIM FOPMOHOM); YCTPaHEHWE OCTPOM
rMNOKaNbLMEMUN U CBA3AHHbLIX C HEW MPUCTYNOB TETaHWUM
(370 AOCTMraeTcs ¢ NOMOLLbIO BHYTPUBEHHbIX UHBEKLMI Npe-
napaToB Ka/bLM§, HanpuMep pacTtBopa [MOKOHaTa Kaib-
LM1S); TMKBUAAUMSA XPOHUYECKOW TMNOKanbLuemumn (obecne-
ynBaeTca BBEAEHMEM B OpraHU3M npenapaTtoB KanbLus:
Hanpumep, KapboHaTta Wan MMIOKoHaTa KanbUus, U BUTAMU-
Ha D: Hanpumep, aprokanbuudepona uMan KanbuuTprona);
KOPPEKLMA KMCIOTHO-OCHOBHOIO COCTOSIHMSA (MPOBOASAT Npw
HanM4ynK anKkanosa).

HAPYLWUEHUSAA OBMEHA ®OC®OPA

MeTta6onuam ¢ochopa TECHO CBA3aH C 0OMEHOM Kaslb-
umns. docdop aBngeTcs OAHUM M3 OCHOBHbIX MUHEpPANbHbIX
KOMMOHEHTOB KOCTHOM TKaHM — 10 85% o6uiero coaepra-
HWS B opraHu3me.

Imnepdocharemus

Mnepdpochatemnsas — yBenvyeHne o6LWEro coaepa-
HUA dochaToB B CbIBOPOTKE KPOBM Bbille HOpMbI (6onee
1,45 mmonb/n, nnn 4,5 mMr%).

Haun6onee 4acTbie NpuYUHbI runepgpocparemum

e BBeaeHue B opraHuM3Mm M36biTKa pochaTtoB (MpU BHYTPU-
BEHHbIX MHbEKLMSAX NpenapaTtoB ¢ocdaToB, per oS Uu
B KMLIEYHUK, HanpuMep B KIn3me).

e YMeHblleHWe BbiBedeHua d¢ocdaToB M3 opraHu3ma
(B ycnoBMSX MOYEYHOW HeLOCTAaTOYHOCTU; runonapa-
TUPEO03a: CHUXKEHWEe CcofepXaHusa napaTUpPeoTPONHOro
ropMOHa COMNpPOBOXAAETCs aKTUBaLMen npolecca peab-
copbumm pocdatoB B KaHaNblLax Novyek; runeptnpeosa
M N36bITKa 3PHEKTOB COMATOTPOMHOIrO ropmMoHa. B atux
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Puc. 7. MposiBnexus runepdochatemmm

| OcHoBHble NposiBneHns runepdocdateMmn
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| | CepaeyHas Hel0CTaTO4YHOCTb

cnyyasax runepdocdareMmns pasBuBaeTCcs BCAeACTBUE
M36bITO4HOM peabcopbunn pocdaToB B NOYKaXx).

e YBenuyeHue BbICBOOOXAEHMA ¢dochaTtoB M3 TKaHen
(BCNeacTBME OCTPOM AECTPYKLMM MbILEYHON TKaHMW,
HanpuMMep Npu O6LLIMPHbLIX MEXaHUYECKMX TPaBMaX, CUH-
Apome AUTENBHOI0 pa3aaB/iMBaHUS — Kpall-CUHAPOME,
ONUTENbHOW WUILEMWM TKaHEW; pacnaga HOBOOOGpa3oBa-
HUS, HAaNpUMeEpP NPU XMMKO- UK paguoTepanuu).

OcHoBHbIe nposiBeHus runepgocparemmmn — puc. 7

MeTtoab! ycTpaHeHus runeppocharemMmmn: NMKBUAALNS
NPUYKHBI runepdochaTeMunn; feYyeHne COCTOSHUI OCTPOM
runepdocdaremumm (NyTem napeHTepanbHOro BBeAeHUs n3o-
TOHMYECKMUX PacTBOPOB, MAa3Mbl KPOBM WM Maa3mo3ame-
HUTENEN; NP OCTPOM OBLIMPHOM AECTPYKL MM TKAHEN NPOBO-
AWTCSH remoamanus); yCTpaHeHWe XPOHMYECKUX COCTOSIHUM,
coyetatouwmxes ¢ runepdocdaremumen, Tpebyet MOMUMO JINK-
BMAALUMM €e MPUYUHbI ASIUTENBHOrO NPUMeEHeHUs docdaT-
CBSA3bIBAIOLLMX renen.

Munodocdaremusn

Mnodocharemmss — yMeHblUeHUe 06LEero coaepia-
HUS dochaToB B CbIBOPOTKE KPOBW HUMKE HOPMbI (MeHee
0,8 mmonb/n, unun 2,5 mr%).

Mpu4nHbl rnnogpocparemmn

e HepoctaToyHoe noctynsieHme dochaToB € NULEN.

e YpeamepHoe BbiBegeHue ¢ochatoB M3 opraHu3ma
noykamu (Npv runepnapatupeonan3me; MnepBUYHbIX
fedeKTax noyeyHbIX KaHanblueB, YTo HabnogaeTca npu
OTPaB/IEHUU CONIAMU TAXKENbIX METaNoB U LUCTUHO3E;
cneundmyeckom gedeKre TpaHCcMemMbpaHHOro nepeHoca
docdaTtoB B ycnoBusax BUTaMuH D-pe3ncTteHTHON dopMbl
paxuTa).

e |36bIToYHas noteps dochatoB 4epe3 KenygoyHo-
KULWEYHbIW TpaKT (Habngaetcd npu nepefo3vpoBKe
aHTauMAOB — CPE/CTB LWEeNOYHOro XxapaKrepa, CHUXKalo-
LMX KMCNOTHOCTb XenyaKka, Hanpumep ruagpokapboHaTa
HaTpWs, OKMCU MarHms, KapboHaTa KanbLus, TMAPOOKUCH
antoMUHKS).

e [lepepacnpeneneHne ¢dochaTtoB U3 KPOBU UM MEXKKIE-
TOYHOW UAKOCTU B KIIETKM (MOXKET Pa3BUTbCA NPU aKTU-
BaLMW IMIMKONU3aA: B 3TUX YC/IOBUAX B KIIETKE HapacTaet
obpasoBaHne GochHOpPUNMPOBAHHbBIX YINEBOAHBIX FPynm,
YTO NMPUBOAMUT K CHUMKEHMIO KIETOYHOIO Myna opraHuye-
cKoro ¢ocdara, Audpdy3nn nocnegHero U3 MexKIeTou-

Puc. 8. MposiBneHuns runodpocharemmu

HOW MIKOCTU U KPOBMU C pasBUTUEM runodbochdaTteMmnu;
npu ankanose, KOTOPbIM XxapaKTepPU3yeTcs YBEMYEHUEM
pH, 4TO CTUMYNMPYET IMIMKONWU3 U NOTPEBNEHNE KNETKOMN
docodatos).

TunuyHbie nposiBneHus runogpocparemmm — puc. 8

MeTtoabl ycTpaHeHusi runogocdareMum: nevyeHue
OCHOBHOro 3aboneBaHus (MyTemM KOPpPEeKUMW runepnapaTm-
peovamama, gedekToB npouecca peabecopbummn docdaTos
B KaHanbLax noyeK; COCTOSAHUI, CONPOBOXKAAIOLWMXCSH aKTH-
BaLMen rMuUKonn3a unn pasBuTMeM ankanosa, 4To obecne-
YMBAET CHUMKEHME cTeneHn runodochaTeMnn UM Hopmanu-
3aumio ypoBHS docdaTtoB B KPOBW; BBEAEHUSA B OpraHn3m
npenapatoB docdaTta (4o 1500-2000 Mr/cyT) noa KOHTPO-
nem coaepxaHusa docdaToB B CbIBOPOTKE KPOBU.

HAPYLWIEHUSAA OBMEHA MATHUA

B opraHmame copepxutca go 25-30 r marHma. Okono
67% ero BXOAWT B COCTaB KOCTHOM TKaHU, npumepHo 31% —
B COCTaB BHYTPWKIETOYHOro MPOCTPaHCTBa (B OCHOBHOM
B MblLIEYHbIX KNETKaX, A€ MarHui HaxoauTcsa B KOMMeKce
¢ AT®). B cbiBOpoTKe KpoBM B HopMme 0,65-1,1 mMmonb/n
(1,3-2,2 MaKB/n) MarHusa (25% Mg”r CBfI3aHO C anbbymu-
HamKn 1 0Kono 8% ¢ rnobynuHamu). Jlnwbe oKkono 1% marHus
COAEPKUTCS BO BHEKNIETOYHOM KUAKOCTU (70% HaxoauT-
C B WMOHU3WPOBAHHOM COCTOSIHMK, okono 30% cBs3aHO
¢ MoneKynamu 6enka). MarHum asnsetcs KobaKTtopoMm noyTtu
300 pas3nuyHbIX KNETOYHbIX GEPMEHTOB.

MMnepmarauemus

[MnepmarHMemmss — rMOBbIWEHNE 06WEN KOHLEHTpa-
UMW MarHus B CbIBOPOTKE KpoBM 6Gosiee HOpMbl (Bbille
1,1 MMonb/n, unn 2,2 MaKB/n).

Haun6onee 4acTble NpUYUHbI rMNepMmarHieMmmn

e CHMXeHMe BbiBEAEHWS MarHus U3 opraHuama noykamu
(HabnogaeTca Npy HapyweHWN IKCKPETOPHOM QYHKLUK
Nno4YeK, Hanpumep npu XpPoHW4eckoM AUGPY3HOM [o-
MepynoHedpuTe, Hebposax, nuenoHedppuTe, NoYeyHowm
HeaoCTaTOYHOCTH).

e  WN36bITOYHOE MOCTYyrJIEHMEe MarHus B OpraHuam (Bcnej-
CTBME MNpMemMa BbICOKMX [03 JIEKAPCTBEHHbIX Npena-
paToB, COAEpKalMX MarHuw, Hanpumep aHTauuga —
OKWUCK MarHus, cnabuTenbHbIX, @ TaKXe BHYTPUMBEHHOIO
BBEEHUS PaCTBOPOB COJMIEN MarHus KeHLWMUHaM € TOKCH-
KO30M 6epeMEHHOCTH).
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 9. MposiBneHus runepMmarHneMmmnu
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Puc. 10. NposBneHna runomarHuemMmm

| OCHOBHblE NPOSABNEHWS TMMIOMarHuemMmm

MNoBblWEeHNe HEPBHO- 3agepKa pocta TAnOKaNMEMMS Anctpodun HapyLeHue ycBoeHus MNoBbiweHne
MblLIEYHON BO36YANMOCTH opraHvusma TKaHewn MWLM B KULLEYHUKE apTepuanbHOro AaBneHus
| Taxukapaus | | ApvTmuK cepaua | | Mnotepmus | |rVII'IOKaJ'IbLl,VIeMMH|

e [lepepacnpefeneHne MarHus u3 KIeToK B MEXKIeTou-
HYIO XMIKOCTb M KPOBb (Hanpumep, npu XpPOHUYECKOM
auMao3e y NauneHToB ¢ caxapHbIM AMaGeToM WK rmno-
TUPEO3OM).

MposiBneuuns runepmarineMmmn — puc. 9

MeToabl ycTpaHeHUsi runepmMarHUeMMM:. ne4veHue
OCHOBHOro 3ab6ofeBaHua UKW NUKBUAAUMSA NPUYUHBI, NPU-
BOASILLEN K MOBbIWEHWUIO YPOBHA MarHus B KPOBM (Hanpu-
Mep, NoYe4yHOM HeaoCTaTO4YHOCTW, FMMNOTMPEeO3a, aLnao3a;
npeKpalleHne WnnM orpaHuyeHne npuema eKapCTBEHHbIX
CpeacTB, CoOAepraliux MarHun); BHYTPUBEHHOE BBene-
HWE M30TOHWYECKMX PACTBOPOB COJIEW HATPUS M KaNbLuA
(nocnegHun asnseTcs GyHKUMOHANbHBbIM @aHTaroHMCTOM mar-
HUR); remoananun3 (Npu TAXKEOM COCTOSTHUKU NaLMeHTa).

MnomarHuemusa

[MnomarHmemmns — yMeHblueHue o6lero coaepa-
HUS MarHusi B CbIBOPOTKE KPOBM HWXKE HOPMbl (MeHee
0,6 mmonb/n).

puyYnHBbI rUNOMarHue MmUmn

e HepocTtato4Hoe noctynaneHme mardHua B OpPraHu3m
(BCﬂe,EI,CTBVIe aeduumTa MarHus B nuule nam HapylweHnqa
BCacCblBaHWS COEAUHEHUN MAarHns B KULLIEYHUKE: Habto-

KOH®JIMKT UHTEPECOB

[aeTcs Npu ANnTesNbHbIX MOHOCcax, 310ynoTpebnexHmm cna-
OUTENbHBIMU, NPY CUHAPOMAX ManbabCcopOLUKM 1 ax0onuu,
NPWY XPOHUYECKMUX SHTEPUTAX, MOCKOJbKY MOHbI MarHms
abcopbUpyoTCs B OCHOBHOM B TOHKOM KULLEYHUKE).

e [loBbllLEHHOE BbiBEAEHNE MArHUa M3 opraHuama (pas-
BMBAETCA B pe3ynbraTe NepBUYHbIX 1ePEeKTOB KaHalb-
LeB MOYeK MAM BTOPMYHOrO MojaB/ieHus npouecca
peabcopbumnmn Mg?r B KaHanbLax MNo4yeK, Hanpumep
npu runepanbAoCTEPOHU3ME, rMnonapaTupeose, n36bl-
TOYHOM NpuemMe AUYPETMKOB Tuna dypocemuaa Wnu
3TaKPUHOBOM KWUCNOTbI, NPU rMNepKaabLUMEMUU, TUMO-
pochatemum).

e [lepepacnpeneneHme MarHus 3 KpoBu B KIETKM (Hanpu-
Mep, MpW PecrnupaTtopHOM anKkanose, MNepuHCyInHe-
MWW, aIKOroNbHOM aOGCTUHEHLIMKU, COCTOAHMAX nocne
yCTpaHeHUsl runepnapaTMpeonansma).

XapaKTepHble nposiBI€HUs1 runoMarHueMmmn —

puc. 10

MeToabl ycTpaHeHMsi runoMarHMeMuM: NUKBUAALMUS
naTosIorMYeCcKoro COCTOSIHMSA, BbI3BaBLUEIO CHUXKEHME YPOB-
Hf MarHus B KpPOBMW; BBeAEHWE B OpraHu3am npenapaToB
MarHus (HanpuMmep, OKMUCKU MarHus, pacteopa cynbdara mar-
HUS); YBENMYEHME B MEHIO MaLUMEHTOB NMPOAYKTOB MUTaHUS,
6oratblx MarHMem (Hanpumep, Gpaconu, ropoxa, niueHa).

ABTOP f@aHHOW CTaTbM NOATBEPANI OTCYTCTBUE GUHAHCOBOM NOAAEPIKKM,/KOHDNMKTA MHTEPECOB, O KOTOPbIX HEOOXOANMO COOOLLUTD.
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CUTYALIUOHHBIE 3AQA4M K JIEKLIUU

3AAAYA 1

KOHowa M., Bo3pacT 14 net: noctaBneH anarHos «Muo-
Kapavoauctpodus B cTagmm geKomneHcauum». M. Hopmanb-
HOrO TENOCNOXEHMS, MOAKOXKHAA KneTyaTka pa3BuTta cnabo.
Mpn pocte 155 cm macca Tena — 65 Kr. [pu ocmoTpe:
BbIHY}KAEHHOE nosycuasyee NnosoXKeHue, OAblliKa, akpoLm-
aHO03, MAaCTO3HOCTb HUXHMX KOHEYHOCTEW, 3aCTOMHbIE XPUTbI
B NIEMKMX, MPU3HAKM CKOMJIEHNS KUAKOCTM B OPIOLLHOWM MOJ0o-
CTW, yBEeNMYeHWe MeyeHwn. YAapHbIl M MUHYTHbIN O06beMbl
cepaua CHWKeHbl, remaTokpuT 38%. [lypes CHMxeH. B Kpo-
BM OGHAPYXEHO YBENYEHME YPOBHEW PEHMHA U HaTpWS.

BOINMPOCHI

1. Kakue dpopmbl natonormm umetotes y M.?

2. Y10 NpuBENno K 3adepKe B opraHuame M. mn30ObiTKa
WOHOB HaTPMUS U XXUOKOCTU?

3. KakoB natoreHes oTeKa y naumeHta M.?

3AA4A 2

HOHowa J1, Bo3pacT 16 net. [loctaBneH B NpPUEMHOE OTae-
neHne 60MbHULBI B CBA3WM C PE3KMM YXYAWEHWEeM COCTOSIHWSA:
BHEe3amnHo pa3Bunachk cabocTb, 06MbHbINA NOT, 601K B MblLILIAX
N KMBOTE; MOSIBUIUCHL TOLIHOTA M PBOTA, MOHOC; MOX0N04enu
pyKu v Horu. Mpu ocmotpe: AZL 80/40 mm pT. cT., YCC 110, apwT-
MUSE; MU0 GneaHoe; akpoLMaHo3, KOXHbIe NMOKPOBbI Ha afjoH-
HbIX CK/TaJIKax ¥ Ha Tene rmneprnurMeHTMpPoBaHbl. J1. B, roBOpUT
C TPYAOM, FOfI0C TUXUW, HEBHATHbIN. PoauTenu J1. ckasanu, 4To
TaKoe COCTOSIHME Y MasbyMKa Pa3BMIOChb YXKe B TpeTuh pas,
M CBA3bIBAIOT €ro C fiedeHnem umetowerocs y J1. Ty6epkyne-
3a BbICOKMMW A03aMM1 MPOTUBOTYOEPKYNE3HbIX IEKAPCTBEHHbIX
npenapaTtoB. AHann3 KPOBK: reMornobuH 168 r/n, NnemKounTos,
yckopeHue COJ, rmioko3a nna3mbl Kposu 0,8 MMoAb/N, rMnNepKa-
JIMEMUS, TUNOHATPUEMMUS, TMMOXIIOPEMKS, YPOBEHb KpeaTUHMUHA
MOBbILWEH. AHaNMU3 MOYMK: ONUrypws, nNpoTenHypus. CoaepraHue
KOPTU30/1a ¥ anbA0oCTEPOHA B KPOBM U MOYE CHUXKEHDI.

BOIIPOCHI

1. Kakue ¢popmbl natonorum passunuce y J1.? ECTb 1M Mex-
[ly HUMUM naToreHeTM4yecKas cBa3b?

2. Ecnu Takas cBA3b CylleCTBYET, TO B YEM OHa BblparkaeT-
ca? Ecnu HeT, To novyemy?

3. Kakue neyebHble MepPOnpUATUS HE06X0AMMO NPoBECTH Y J1.?

TECTOBbLIE 3AAAHUA K JIEKLIUX
lpumeyaHue. (2) — B KPyriblX CKOOKax psaoM ¢ BOMpo-
COM YKa3aHO 41C/0 NpaBuJibHbIX OTBETOB.

1. B KneTKax HWIWIEeMU3UPOBAHHbIX TKAHeW O0ObIYHO
Hao6nwaaerca: (2)

yBenuyeHne copepxanns Na*, Ca2* u H;

CHWXeHue cogepxarust Na*, Ca2t n H*;

yMeHbLeHWe coaepwaHns Kt;

yBenuyeHue cogepranns Kt.

2ohE

N

KnioyeBbiMM 3BEHbSIMM naToreHesa cepaeyHbIX
apuTmMui asnaiortca: (4)

BHYTPUKIETOYHbIN aunaos;

notepa K* kapavomuouutamu;

HaKoMneHne B KapanoM1oLUTax n3bbiTka K¥;

neduumnt ATO B KNeTKax MMOKapaa;

M36bITOK AT® B KNIETKax MMOKapaa;

HaKonneHue CaZ* B capkonnasme 1 MUTOXOHAPUSIX Kap-
IMOMUOLMTOB.

SgLsenE

ME

gL

CnepcTBUEeM runepKaiueMmm MoryT GbiThb: (4)
aTPUOBEHTPUKYNSApHas 6/10Kaaa;

dopmMpoBaHmne BbICOKOrO 3ybLa T Ha 3eKTpoKapamo-
rpamme;

apTepuanbHas rmnepTeHsus;

apTepuanbHas rMNoTEeH3KS;

TaxmKapaus;

6paguKapaus.

BAPUAHTbI OTBETOB K CUTYALIUOHHbIM 3AJA4YAM

K3AQAYE 1

Y M. cepgevyHas HeOgOCTaTOYHOCTb, OTEYHbIM CUHAPOM
(ero nMpu3HaKku: yBenMYeHWe Macchbl Tena, CKOoMneHue
YUOKOCTW B NOAKOXHOM KieTyaTKe M GPIOLLIHON NOOCTH,
3aCTOMHbIE XPUMbl B IETKKX), FrenaTtoMeranus.

K 3agepxKe B opraHuame M. n36bITKa MOHOB HaTPUS U KUA-
KOCTW NPUBENO CHUXKEHUE CEPAEYHOro Bbibpoca M Hapylue-
HWe NOYEYHOrO KPOBOTOKA. ITO aKTUBUPOBANO PEHWUH-aHIMO-
TEH3MH-albAOCTEPOHOBYIO CUCTEMY, YTO MOBLICMAO peab-
COpPOLMIO MOHOB HaTPUSA M KMAKOCTU B KaHabliax NoYekK.
MNatoreHe3 oTeka y nauueHtTa M. BK/IOYaeT cnepyolime
OCHOBHbI€ 3BEHbS: CHUXKEHWE cepevHoro Bolbpoca (B CBS-
31 C NIEBOXKENYA0YKOBOM HEAOCTAaTOYHOCTbIO) + BEHO3HbIM
3acTon B Mo4ykax (BCneactBue npaBOXenyao4yKoBOW Hemdo-
CTATOYHOCTW) — yBENMYEHWE BblAENEHUS MOYKAMK B KPOBb
peHnHa — 06pa30oBaHWe aHrnoTeH3uHa | u Il — yBenunyexue
B KPOBW YPOBHS a/baocTepoHa — 3agepwka Na* — rune-
pocMuUsl KpoBW — ycuneHue Bblaenennsa AL — 3agepxKa
UAKOCTU — runepsonemus. MnepeonemMuto (cBsisaHHoe
0THaCTU C 3TUM CHUMKEHME KOHLIEHTpaLMK 6efka u 0CMOTH-
YECKM aKTUBHbIX BELLECTB B Nna3Me KPOBU — remMoausto-
Li1s1) BbI3bIBAIOT NEPEMELLEHME KNAKOCTH BO BHEKIETOYHOE
NPOCTPaHCTBO. 3TOMY CMOCOGCTBYET TaKXe MNOBbIWEHME
BEHO3HOI0 [JaB/IeHWsl B NOCTKaNWASapax 1 Kanuansapax.

K 3AQAYE 2

Y J1. Nnpu3HaKM OCTPOM HaAMO4YEeYHWMKOBOM HeaoCcTaToY-
HOCTU (aAAMCOHOB KPKU3), OCTPON CepaedHO-COCYyaUCTOMN
HEeOOCTAaTOYHOCTH; HapylleHWe OQYHKUUKU KenyaodHo-
KWULWIEYHOro TpaKTa, HEPBHO-MCUXMYECKME PACCTPOMCTBA.
Mexay Ha3BaHHbIMK B oTBETE 1 dopmamu natonorku y J1.
CYLLECTBYET TECHasi MaToreHeTMYecKas CBS3b: Ty6epKynes
(M TybepKynesHass MHTOKCHUKALMSA) MOCAYXKUIM MNPUYUHOM
MOpPaKeHUS HaANOYEYHNUKOB M PA3BUTUS MX HELOCTAaTOYHOCTH
(NposIBMANCL aaAMCOHOBLIM KPU30OM C XapaKTEPHbIMU Ans
Hero npusHakamu). OCTpO pasBMBLILMECS TUNOHATPUEMUS
W TUNEpPKaNMeEMUS Bbi3BaM CHUMKEHWE O6beMa LIMPKYIMPY-
lOLLEN KPOBW, PEe3yNbTaToM Yero CTaan reMOKOHLEHTPaLMS
(onurypusi, yBennMyeHue ypoBHS remornobuHa, NenKoumTos,
MOBbILLIEHNE COAEPKAHUS KpeaTUHMHA), UBMEHEHUS AesTeNb-
HOCTW cepaua. TMNorMMKeMmUa 1 AUCUOHKS, B CBOKO O4epeab,
NPUBENM K HapYLWEHWIO BbICLIEH HEPBHOW AEATENBHOCTU.
JleyebHble meponpusatua y J1. AomKHbl 6a3npoBaTbCs Ha pea-
NU3aLLMK CNEAYIOLLMX MPUHLMMOB: 3TUOTPOMHOIO (3paanKaLums
npuyrHbl Ty6epKynesa: 6auunnnbl Koxa); natoreHeTM4ecKoro
(ycTpaHeHWe /yMeHblUEHWE CTeNEHN HaANOYeYHUKOBOW HeaOo-
CTaTOYHOCTM MyTEM 3aMECTUTENbHOM TEPANMM MIIOKOKOPTUKO-
naamu; IMKBMAALMS runorvapaTaumm, MOHHOro auc6anaHca,
CABMIOB KWCNOTHO-OCHOBHOIO COCTOSIHWS, TWUMOMMKEMUK);
CMMMTOMATUYECKOrO (IMKBUAALMS TATOCTHbIX, HEMPUSATHbLIX
OLLYLLIEHWNH, YCYrybnsaoWmx Te4eHMe OCHOBHOro 3aboseBa-
HUSt — HEPBHO-NCUXMYECKMX, HAPYLLIEHWI CHa 1 ap.).

OTBETbI HA TECTOBbIE 3AAAHUA K IEKLIUKA
1—1,3 2—-1,2,46 3—1,2,46

i
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B Poccuun MHOro geten ¢ Ty6epKye30M B pase 06paTtHoOro pa3BuTus, 4To 06yC/1I0BEHO HU3KUM Ka4eCTBOM TyOepKy/ImMHoaMar-
HOCTUKW. B HacTosiee Bpems HoBasi BHYTPUKOXHas npoba ¢ annepreHom Ty6epKyne3HbIM PEKOMOMHaHTHbIM (ATP) nonyyaet
Bce 6oJiee LMPOKOE PacrpoCTpaHeHMe B MNPaKkTUKe CrieLnamcToB MpoTMBOTYOEPKYIE€3HOM Cy)KObl. Ljenb uccnegoBaHus:
U3Yy4UTb 3PPEKTUBHOCTb NMpUMeHeHUs1 ATP npu paHHEM BbiSIBAEHUNU TYOEPKYIE3HOM MHPEKUMU y AETEN U MOAPOCTKOB. MeToAbl:
rpoBEeAEHO MHOIOLIEHTPOBOE PETPOCIEKTUBHOE MCC/IEA0BaHUE, B XOA€ KOTOPOIro n3yyaau pesysbTaTbl 4 3TanoB NpMMeHeHUs
ATP Ha npoTsixxeHun 2008-2014 rr. Ha nepBom atane npenapart UCrosib30BasIv B yCA0BUX MPOTUBOTYOEPKYIE€3HOI0 ANCTaH-
cepa, Ha BTOPOM M TPETbEM 3Tanax MpoBOANIN CKPUHMHI Ha TY6epKy1e3 B YC/0BUSIX 06L4eN 1e4e6HOM ceTH y AeTeH ¢ OCTPbIMU
N XPOHUYECKMMM Hecrneunduyeckumm 3aboseBaHUsIMU, a TaKKe y 3J0POBbIX y4alMXcs LWKOJ. YeTBepToir aTan nccieqoBa-
HUSI BKJtOYaa 3NnMAEMMOIONMYECKYIO OLIEHKY Pe3y/bTaToB npumeHeHust ATP Ha Bcer Tepputopumn Poccurickon deaepaumm.
Pe3ynbTatbl: B ipoLecce uccie[oBaHns 763 naymeHToB gTmanaTpoM 6blsiv OrnpesesieHbl Kateropmum aetei U nogpocTKoB ¢
Haunbosiee BbICOKUM PUCKOM pa3BuTus 3aboneBaHus (39,5%); BoisiBieHue TybepKynesa y 176 naluueHToB obLiecoMaTnyecKmx
cTaumnoHapoB coctaBuio 2,3%; cpean 1238 yyawmxces wkon — 0,6%. o pe3ynbtatam npumeHeHuss ATP y fetei 1 nogpocT-
KoB B 79 cy6beKTax Poccurickoin ®egepaLmm pa3paboTaHbl METOANMKU CKPMHUHIOBOIO 06C/1€40BaHMs JETCKOro HaceneHms Ha
Ty6epKye3, CornacHoO KOTOPbIM BCE AETH Noc/ae NepBuYHoM BaKumHaumn BLX-M exerogHo obcaeayotTcs MeTog0oM UMMYHO-
ANarHOCTUKM C MCrosib30BaHUEM Ty6epKy/mHa. C BOCbMUIETHEIO BO3pacTa BCEM AETAM M MOAPOCTKaM KaKablk rof npoBoAsT
UMMYHOAMArHOCTUKY C ncrnosb3oBaHnem ATP. 3aKkntodeHme: npumeHeHne ATP B ycii0BUsIX 06LLeN 1e4e6HOM ceTn No3BOAsSET
BbIAeAUTb rpynny Hanbosiee BbICOKOro pUcKa M 60/IbHbIX Ha PaHHen ctaauu TybepKynesa. lpeanoxeHa MeToanKa obHapye-
Hus1 TY6epKynesa 1 HabIloaeHMs 3a rpynnamm pucka (npukassi M3 PO N2 855, 2009; N2 951, 2014.).

Knro4yeBble cnoBa: getu, Ty6ePKYIE3, a/lIepreH Ty6epKyne3Hbli PEKOMOUHAHTHbIM, rpynna pUcKa, CKPUHUHT.

(Ans umtnpoBaHus: AkcéHoBa B.A., bapbiwHnKkoBa J1.A. PDEKTUBHOCTb annepreHa Ty6epKyne3Horo peKoMOMHaHTHOIro
NPy paHHEM BbISIBIEHUU Ty6EepKyne3HOW MHOEKLMM Y AeTEN U NOAPOCTKOB B yCNOBUAX 00LWen nevyebHon ceTu. Bornpochki

coBpemeHHoM negnatpun. 2015; 14 (3): 358-362. doi: 10.15690/vsp.v14i3.1371)

OBOCHOBAHME

B Poccun maccoBasi TyGepKyIMHOAMArHOCTUKa MHO-
rve AecATUneTus octaBafiacb €4UHCTBEHHbIM MEeTOLOM
CKPUHWHIOBOro o6cnefoBaHUs AeTer C Lenblo paHHe-
ro BbISIBIEHUSA Ty6EpKyne3Hon UHdeKuMn. N3MeHEHHbIN
XapaKTep YyBCTBUTENbHOCTU K TYOEPKYIUHY BCAeAcTBUE
MHOUUMPOBAHMA MUKOGaKTepuamu Tybepkynesa (MBT)
Obl1 OCHOBAHWEM A5 HABNAEHNA U XMMUONPOdUNaKTH-
KW TyGepKynesay AeTel 1 NOAPOCTKOB Ha y4acTKe GpTuauna-
Tpa B rpynnax pucka pa3suTua 3abonesanusa [1, 2].

OaHaKo ocTaeTcs HepeweHHbIM psj  BOMPOCOB.
B yacTHoCTH, pa3BuWTHE NOCTBaKUMHaNbLHON anneprum K
TY6EPKYINHY BCNEACTBME UMMYHM3aLMK NPOTUB Tybep-
Kynesa HepeKo 3aTpyAHSAET MHTepnpeTauuio xapakrepa
YyBCTBUTENBHOCTU K TyGepKynuHy. B pesynbtate petew
NMBO CTaBAT Ha y4eT K ¢TU3MaTpy ¢ Ha3HaYeHUEM UM HEO-
60CHOBAHHOIr0 NPOGUNAKTUYECKOrO NeYeHns, Mo npu
HanM4yMK NOKa3aHWM OHU BbiNaZaloT U3 NOS 3peHns GTu-
3natpa M He nonyyatT Heo6X0AMMOro KOMMeKca npo-
GUNaKTUYeCKMX NPOTUBOTYOEPKYNIESHLIX MEPOMPUATUN.

B oTedyecTBeHHOW nuTepaType WUMelTCs pPaboThl,
NOCBSILLEHHbIE MPO6AEME MMMNO- U TMNEPANArHOCTUKM Nep-

BMYHOro MHOMUMpoBaHua MBT. TaK, pe3ynbraTbl KOrOPTHbIX
uccneaoBaHWi, OCHOBAHHbLIX HA MaccoBOW TyGepKyIMHOAM-
arHoCTMKe, NOKa3blBaloT EXXEr0/JHOE HEJOBbIABIEHWE UL, C
NnocTBaKLIMHANbLHOW annepruen, B pesdynbraTe Yero ypoBeHb
MHbMUMpoBaHHOCTH aeTen MBT K 6-neTHemy BO3pacTy OKa-
3blBaeTcs 3aBblleHHbIM B 2,8 pasa [3]. B 14-neTHem BO3-
pacTte 72,4% neTev NoNOXUTENbHO pearnpytoT Ha TY6epKYInNH
npu nposeaeHunn npobbl MaHTy. O6bEKTUBHbLIM GaKTOpPOM,
3aTPYAHSAIOUWMM CBOEBPEMEHHOE OGHAPYXEHWE MNEPBUYHO-
ro uHouumpoBaHua MBT, aBnseTcs TakXe U MOHOTOHHas
YYBCTBWUTENBLHOCTb K TYGEPKY/IMHY B pe3y/bTaTe HacloeHUs
MHOEKLMOHHOM anfieprum Ha nocTBakuuHanbHyio [4].

OPDEKTUBHOCTL MacCOBOM TyOGEPKYIMHOANATHOCTUKM
KaK MeTofa paHHero BbISiBAeHWUS TyGepKynesa y AeTen U
NoAPOCTKOB HEAOCTATOYHO BbICOKA: B AETCKOM BO3pacTte
OHa NO3BONSAET YCTAaHOBUTb TONIbKO N0SIOBUHY (53,7%), B noa-
POCTKOBOM — Nuwb 14,2% 3ab6oneslmnx [5].

Taknm 06pa3om, B YCII0BHSAX CYLLECTBYOLLETO CKPUHUHIO-
BOro 06¢c/iefjoBaHns IETCKOro HaceneHns npu nomMoLLm npo-
6bl MaHTy npobnemMa runepavarHoCTUKM MHGUUMPOBAHMUSA
MBT » rMnoanarHOCTMKM MOCTBaKLUMHANbHOW anneprun He
MOXET BbITb pelleHa.



B HacTosllwee BpemMsa B pacrnopsiKeHuMW cneuuanuctos
NPOTUBOTYOEPKYNESIHOMN CMY>KObl UMEETCS HOBAsi BHYTPUKOX-
Has npo6a ¢ npenapatoM [AuackuHTecT (3A0 «[eHepuym»,
Poccus) — annepreHomMm TyGepKy/e3HbIM PEKOMOUMHAHTHBIM
(ATP), koTopas nony4aeT Bce 60M1ee WUPOKOE pacrnpocTpaHe-
Hue. [loka3aHa 60Jiee BbICOKasi B CPaBHEHMM C NPo6or MaHTy
YYBCTBMTENBHOCTb U CNELMIUYHOCTb AaHHOro Tecta, a Tak-
e npeumyllecTsa nepeg npo6on MaHTy npu onpeaeneHunm
AKTUBHOCTM NOKa/bHbIX CNELUPUYECKUX U3MEHEHUN [6, 7].
B cBasn ¢ atnum lNpunkasom MuH3apaBcoupasButmua Poccuu
oT 29.10.2009 r. N® 855 BHecCeHbl M3MEHeHUS B MpuKa3l
MwuH3sgpaBa Poccun ot 21.03.2003 N2 109 «O coBepLIEHCTBO-
BaHUM MPOTUBOTYOEPKYIE3HbIX MEPONPUATUIM B POCCUMMCKON
depepaunmn». B 4acTHOCTH, pernameHTMpoBaHoO 06CneaoBa-
HWe HaceneHus ¢ nomolybto ATP B cTaHAapTHOM pa3BefeHum
B rpynnax pucka no 3aboneBaHuio Ty6epKyne3oM (Kak nep-
BblM 9Tan BHeApPeHWs npenapaTta) B yC/0BUSX NPOTUBOTYOEPKY-
NEe3HbIX MEAULMHCKMX OpraHn3aumnin. JanbHelwee BHegpeHne
ATP B npaKTnyeckoe 34paBooxpaHeHne Poccum ocylecTss-
nocb ¢ 2008 1. n npoBOAMNOCH B 4 nocneaoBaTe/bHbIX 3Tana.

Llenbto Hawero ncenefoBaHus 6bi10 U3y4nTb IGDEKTUBHOCTb
npuMeHeHus ATP o119 paHHero BbiiBNEHUS TYOepKyNe3HOW MHDEK-
LMW y OETEN 1 NOAPOCTKOB B YC/IOBUSAX 06LLEN Ie4eOHON CETH.

METOAbI

Aun3aiH uccnegoBaHus

[MpoBeAeHO MHOrOLEHTPOBOE PETPOCMNEKTUBHOE UCChe-
[l0BaHue.

YcnoBus npoBeaeHus

Mop pykosoacteom cneunanuctos HUN dtnamonynbmo-
Honoruun Mepsoro MIMY um. U.M. CeyeHoBa BbINONHEHO
uccnegoBaHMe ¢ M3y4eHWeM pesynbraToB nocnefoBaTtefb-
HOro (4eTbipexaTanHoro) npumMeHeHusa ATP Ha TeppuUTopuM
MockBbl, Camapckon v PasaHckon 061., a B nocneayto-
wem — B 72 pernoHax Poccuickon deaepauuiu.

MpoAoNKUTENBHOCTb UCC/IEA0BAHUA
NccnepoBaHue nposoaunock B nepunog 2008-2014 rr.

V.A. Aksenoval, L.A. Baryshnikova?

JTanbl uccnepoBaHua

Ha nepBom atane npenapat ATP npMMeHsIM Ha y4acT-
Ke pTM3naTpa HenocpeacTBEHHO MOCe BbINOJHEHUS NPO6bI
MaHTy y aeter n NnoApoCTKOB U3 IPynn pUcKa 3aboneBaHns
Ty6epkynesom. 310 naumeHTbl VI n O rpynnbl gucnaHcep-
Horo y4yeta (FAY). 3tan npoBefeH Ha 6a3e CamapcKoro u
PasaHCcKOro o6nacTHbIX MPOTUBOTYOEPKYNE3HbIX AMChNaH-
cepoB. B aTy rpynny BOWAX NaUMEHTbI, HanpaB/iEHHbIE K
$TM3NaTpy BCAEACTBME M3MEHEHHOW YYBCTBUTENBHOCTM K
TYOEepKyNnHy no pesynbratam npobbl MaHTy, NpoBeaeHHON
BO BPEMS MaccoBOM Ty6EepPKYITMHOANArHOCTUKM B YCIIOBUSX
oblen neyebHOM ceTu nepen HanpaBNeHWEM B PavOHHbIM
NPOTUBOTYOEPKYNE3HbIM AucnaHcep. pynnbl uccnenoBa-
HUA chopmuUpoBaHbl B 3aBucumocTtu ot TAY y ¢Ttmuaumatpa:
1-9 rpynna — nauuneHTbl VI A (BUpaxk TyGepKYIMHOBbIX
npo6 — BMepBble BbIBAEHHbIE MOJIOXKUTENbHbIE MPOGLI
WKW HapacTaHue nNpob Ha 12 mm u 6onee); 2-9 rpynna —
nauueHTtbl VI b (MHOUUnpoBaHHble MBT ¢ runepepruyeckum-
MW TYGEpPKYMHOBbIMK NMpobamu); 3-9 rpynna — naumeHThbl
VI B (MHduumnpoBaHHble MBT ¢ HapacTaHMeM TyOepKyInHO-
BOM peaKkumu). B 4-10 rpynny nccnegoBaHus BOWAW NaLUEH-
Tbl O rpynnbl y4eTa (4AMarHoCTMYECKON), Y KOTOPbIX XapaKTep
TYGEPKYIMHOBbLIX MPO6 He MO3BOASA UCKIOYUTL Hanuyme
NnocTBaKLUMHaNbHOW anneprum Ha Ty6epKyauMH BCneacTeme
MMMYHM3aLNN NPOTUB TyGEepKyne3a. Y Bcex nalumMeHToB 3TON
rpynnbl B TeyeHne 2009-2011 rr. cnyvyaeB 3aboneBaHus
NOKanbHbIMK dopmMamu TybepKynesa BbIIBIEHO He Oblno.

Ha BTOpom 3Tane nccnefoBaHus 6bin U3y4eHbl pesysb-
TaTbl Npo6kI ¢ npenapaTtom ATP (mpoBoaunacb HE3aBUCUMO OT
[aBHOCTM MOCTAHOBKM NMpo6bl MaHTy) y AeTein 1 No4pOCTKOB
M3 rpynn BbICOKOrO puUCKa 3aboneBaHusa Tyb6epKyne3om Ha
y4yacTKe neguartpa, He noanexalmx y4eTy B NpoTuBoTy6ep-
KyNIe3HOM [McrnaHcepe no MecTy Xutenbctea. O6cnenoBaHbl
nauueHTbl C OCTPbIMU U XPOHUYECKMMU HecrneLundUiecKumMm
3ab6oneBaHMsaAMKU. Bce maumeHTbl HaxoaMAWChb B OTAENEHMUSAX
oblwecomMaTUYeCKMX CTauMoHapoB (My/bMOHOIOMMYECKOM,
HePpPONOrMYEeCKOM, FHOMHOM TOopaKasibHOM) MOCKBbI K
Camapbl. OcTpas 1M XpoHu4yecKass 6poHxonerovyHas nartono-
rMa gMarHoctMpoBaHa y 69, 3ab6oneBaHns MOYEBbLIBOASLLEN

1 Research Institute of Phthisiopulmonology of the I.M. Sechenov First Moscow State Medical University, Russian Federation
2 samara Regional Clinical Tuberculosis Dispensary n.a. N.V. Postnikov, Russian Federation

Efficacy of the Recombinant Tuberculosis Allergen
for Early Identification of Latent Tuberculosis in Children
and Adolescents in General Healthcare Settings

Background: In Russia there are a lot of children with tuberculosis in an involution phase that is caused by poor quality of the
tuberculinodiagnosis. Currently, the new intradermal test with the recombinant tuberculosis allergen (RTA) is becoming more widespread in
practice of TB service specialists. Objective: To study the efficacy of the RTA in early identification of latent tuberculosis signs in children
and adolescents. Methods: We conducted a multicenter retrospective study, during which we studied the results of 4 stages of the
RTA application in 2008-2014. Stage 1 involved the medication use in tuberculosis dispensary settings. Following stages included TB
screening in general healthcare settings. Patients were children with acute and chronic non-specific diseases as well as healthy pupils.
The 4th study stage included the epidemiologic analysis of recombinant tuberculosis allergen application results all over the Russian
Federation. Results: During the study a phthisiologist identified 763 patients in categories of children and adolescents with the highest
disease risk (39.5%); TB identification in 176 patients of a general hospital made 2.3%; among 1238 pupils — 0.6%. In accordance
with the results of RTA application in children and adolescents 79 RF entities comprise the methods of the child population screening
for tuberculosis, according to which all children after primary BCG-M vaccination should undergo immunodiagnostic work-up with
tuberculin application annually. Since 8 years of age all children and adolescents undergo the annual immunodiagnostic work-up with
RTA application. Conclusion: RTA application in general healthcare settings enables identification of the top risk groups for acquiring
tuberculosis infections and patients with early disease stages. The method of the tuberculosis detection and monitoring of risk groups was
suggested (Order of the Ministry of Health of the Russian Federation N 855, 2009; N2 951, 2014).

Key words: children, tuberculosis, recombinant tuberculosis allergen, risk group, screening.

(For citation: Aksenova V.A., Baryshnikova L.A. Efficacy of the Recombinant Tuberculosis Allergen for Early Identification of Latent

Tuberculosis in Children and Adolescents in General Healthcare Settings. Voprosy sovremennoi pediatrii — Current Pediatrics. 2015;
14 (3): 358-362. doi: 10.15690/vsp.v14i3.1371)



OpuruHanbHas ctaTbf

Ta6nuua 1. Pesynbrathl peaKkuun Ha Npoby ¢ npenapaTom annepreHa Ty6epKyne3Horo pekomouHaHTHoro (ATP) y aetew 1 noapoCTKOB,
COCTOSILLMX Ha AUCNaHCePHOM yyeTe y GTuanaTpa B rpynnax pucka 3aboneBaHuns Ty6epKynesom

Ipynnbl uccnepgoBaHua, aée. (%)
Pe3ynbratbl
npo6bi ¢ ATP 1-a rpynna 2-qa rpynna 3-a rpynna 4-qa rpynna p
(VIATAY),n =333 (Vibray),n=93 (ViBray),n=133 (oray),n=204
MonoxutenbHas peakums 46 (13,8) 34 (36,5)* 16 (12,0) 7 (3,4)* 0,001
ComHUTeNnbHas peakums 111 (33,3)* 17 (18,3) 38(28,6) 32(15,7)* < 0,05
OTpuuaTtenbHas peakuus 176 (52,9) 42 (45,2) 79 (59,4) 165 (80,9)* < 0,05

lMpumevaHune. TOY — rpynna AUCNaHCcepHoro yyeta. * — pasnuyuns ctaTuCTUYecKn 3Hadmmel (p < 0,05).

cucteMbl — y 39 60MbHbIX, OCTaNbHble 68 4YenoBeK Haxo-
OWNMCb B CTauMOHapax no noBody Apyrvx 3aboneBaHui
(cucTtemMHble 60NE3HU COEAMHUTENbHOM TKaHW, NaTONOrus
eNyAo4YHO-KMLIEYHOro TpaKTa v ap.).

TpeTui atan vccnenoBaHUs BKIOYaN M3y4yeHne peaysbra-
TOB Npo6hkl ¢ npenapatomM ATP npu MacCoBOM O4HOMOMEHTHOM
o6cnefoBaHMmM 340POBLIX AETEW M MOAPOCTKOB, HE MoAnexa-
WKX y4eTy y dTM3naTpa — ydalmxcs cpeaHux obueobpaso-
BaTeNbHbIX WKON W NpodeccMoHanbHbIX ydnnuw, Camapbl u
Ps3aHu (0ofHOMOMEHTHOE Cr/oLWHOE uccneposanune B 2010 r.).

lMpodunakTMyeckoe neyeHne MNPOBOAWMSIOCH TOJMbKO Yy
Tex geten u3 rpynn Y (no pe3ynbratam Tpex nepeyuc-
JIEHHbIX Bbllle 3TanoB), KOTOPble UMEIN COMHUTENbHbIE W
NoSIOXUTENbHbIE PeaKunn Ha npoby ¢ npenapatom ATP. Bece
OCTasibHble AETU, HE3ABMCUMO OT pe3yNbTaTtoB Npobbl MaHTy,
npoAomKann HabnaatbCsd B MPOTUBOTYOEPKYNE3HOM AMC-
naHcepe B COOTBETCTBYtoLWEeN rpynne Y 6e3 neyeHus.

YeTBepTbIA 3TaN MCCeJ0BaHMA 3ak/iovancsa B npoBe-
[EHWU 3MMAEMUONOTMYECKOro aHann3a pesdynbTaToB UCMOSb-
30BaHKA ATP Ha Bcer TeppuTopun Poccun. CornacHo 3anpocy
MuHsgpaBa Poccumn ot 13.03.2014 . N® 17-7/10/2-1605,
HaMW MpoaHanM3nMpoBaHbl pe3ynbrTatbl 06cnefoBaHUSA
1 830 432 pgeten 1 nogpoctkoB B 2012-2013 rT.

CtaTucTU4YEeCKUN aHaNu3

Cratnctnyeckass obpaboTKa pe3y/bTaToB MNpoBefeHa C
MCMNOJIb30BAHUEM KPUTEPUSA x2 NS KAQYeCTBEHHbIX AaHHbIX.
Paznuuuna cumtanu ctatucTMYecKku 3Ha4YnmbiMu npu p < 0,05.

PE3Y/1bTATbI

MepBbI# 3Tan UccnegoBaHus

B nccnegoBaHune 6binv BKAKOYEHBI 763 NalMeHTa B BO3-
pacte oT 1 go 17 neT Cc MNONOXWUTENbHbIMU pe3ynbTataMu
peakunn Ha Npoby MaHTy. MoN0XKUTENbHbBIN U COMHUTENbHbIN
peaynbtaTt Ha Npoby ¢ npenapaTtoM ATP 3adumkcmpoBaH y 301
(39,5%) naumeHTa (Tabn. 1). MonouTeNbHble peakuMu Ha
npo6y ¢ npenapaTtom ATP cyuecTBEHHO Yalle BbIIBASAN BO
2-1 rpynne no cpaBHeHuto ¢ 1-1 (p < 0,001), 3-# (p < 0,001)
n 4-n (p < 0,001). B 4-1 rpynne nonoOXKUTENbHbIE peaKLmu
Ha npoby ¢ npenapatoM ATP BCTpevanucb pexe no cpas-
HeHuto ¢ 1, 2 1 3-i rpynnon (Bo Bcex cnydasx p < 0,001).

Ta6nuua 2. Pe3ynbratbl Npo6bl MaHTy M Npo6bl ¢ NnpenapaToM
annepreHa Ty6epKynesHoro pekombuHaHTtHoro (ATP) y geten

M NoApOCTKOB (N = 176) — nauMeHToB 06LecoMaTUYeCKMX
cTalMoHapoB

OTtpuuaTenbHas peakuusa Ha npoby ¢ npenapaTtom ATP yalle
ob6HapyuBanacb y geten 4-v rpynnbl, 4em y geten 1, 2 u
3-nrpynn(p =0,002,p <0,001 np =0,02, COOTBETCTBEHHO).

Y nauneHToB C MONOXUTENbHOW peakuunen Ha ATP npo-
BOAMNOCL NpodunakTuieckoe nevyeHue. Bce ocTanbHble
[eTn, He3aBUCMMO OT pedynbraToB Mpobbl MaHTy, npoaos-
anu HabngaTbca B MPOTMBOTYOEPKYNE3HOM AMcChaHcepe
B VI T1Y 6e3 neyenus. CnyvyaeB 3ab60sieBaHMA TYOEPKyI1€30M
M3 Yncna NauMeHToB FPyMn pUCKa Ha ydacTke ¢TuamaTpa B
TeyeHue nocneayrLimx 2 net BbiIgBAEHO He 6bino.

BTopow atan uccnegoBaHusa

B nccnenoBaHue 6biv BKIOYEHbI 176 AeTen n nogpocT-
KOB B Bo3pacTe oT 1 go 17 neT, Haxoaswuecs B obuiecoma-
TUYECKMX CTalMoHapax no NoBoAy PasfiMyHbIX OCTPbIX U XPO-
HUYEeCKUX 3aboneBaHnn. Pe3ynbraTbl NPo6bl MaHTy 1 Npobbl
¢ npenapatom ATP y 3aTux ageten UMenu cylecTBeHHbIe pasu-
yms (Tabn. 2). Tak, NONOXKMUTENbHBIE U COMHUTENbHbIE PeaKL MK
Ha npo6y MaHTy Ha6ntoganun y 141 (80,1%) 601bHOr0, Ha npo-
6y ¢ npenapatom ATP — y 35 (19,9%) nauneHnToB (p < 0,001).
Pesynbratbl Npobbl ¢ ATP no cpaBHEHWO ¢ npobon MaHTty
pexe 6bln NonoXxuTenbHbiMK (p < 0,001) 1 COMHUTENTbHLIMU
(p = 0,006), yawe — oTpuuatenbHbiMu (p < 0,001).

Yrny6bneHHoe o6cnefoBaHWe 6GOMbHbBIX C MONOMMUTENb-
HbIMW peaKkuusiMn Ha npoby ¢ npenapatom ATP (nposeae-
HWE KOMMbIOTEPHOW TOMOrpadumn opraHoB rPyaHOM KNETKM,
6aKTEPMONIOrMYECKMX TECTOB) U AanbHenllee HabnwogeHve
3a Te4YyeHWeM OCHOBHOro 3abonieBaHUs MO3BONWIO B 4 U3
15 cnyyaes (T.e. y 2,3% o6¢cnefoBaHHbIX, UAn 'y 27% naumeH-
TOB C NOJIOXUTENbHBIMU peakunsMu Ha npoby ¢ ATP) yctaHo-
BWTb AMarHo3 TybepKynesa.

TpeTtui atan uccnepoBaHua

MN3yyeHne pe3ynbraToB TyGEPKYIMHOAUArHOCTUKM y 1238
yyalwmxcs cpeaHnx o6pa3oBaTefibHbIX Y4PEXAEHUIM B BO3pac-
Te oT 7 go 17 net [Manb4mKoB 6bin10 663 (53,6%), AeBOYEK —
575 (46,4%) 4enoBeK; U3 HUX OETeW LWKONbHOrO BO3pac-
Ta — 595 (48,1%), nogpoctkoB — 643 (51,9%)] nokasano,
YTO MOJSIOXKUTENbHbIE WKW COMHUTENbHbIE PEeaKLIMK Ha Npoby
MaHTy umenucb y 6onblwuHcTBa aeten — 1118 (90,3%).
[MonoXuTenbHble U COMHUTENbHbIE PeaKLnn Ha Npoby ¢ npe-

Ta6nuua 3. Pe3ynbratbl Npo6bl MaHTy M Npo6bl ¢ NpenapaToM
annepreHa Ty6epKynesHoro pekombuHaHTHoro (ATP)

y AeTew 1 NoApocTKoB (N = 1238) — yyalwuxcs cpeaHmx
06LLeob6pa3oBaTeNibHbIX KO U NPOPECCHMOHANbHbIX YHUIULL

PesynbTathbl PesynbTarthl, a6c. (%) PeaynbTarhl Pesynbrarthl, a6c. (%)

npoGei ¢ ATP Mpo6a MauTty | Mpo6a c ATP P npoGei ¢ ATP Mpo6a MauTty | Mpo6a c ATP P
MonoxkuTtenbHasa peakuus 101 (57,0) 15 (8,5) 0,001 MonoxutenbHas peakums 521 (42,1) 33(2,7) 0,001
ComHuTeNnbHas peakums 40 (22,7) 20 (11,4) 0,006 ComHUTENbHas peakuus 597(48,2) 68 (5,5) 0,001
OTpuuaTtenbHas peakums 35(19,9) 141 (80,1) 0,001 OTpuuatenbHasa peakuus 120 (9,7) 1137 (91,8) | 0,001




Ta6nuua 4. Yucno gete 1 NoAPOCTKOB, 06¢/eaoBaHHbIX
npv NOMOLLM NPOGbLI C anepreHom Ty6epKyne3HbIM
pekoMbuHaHTHbIM (2012-2013 rT.)

Ton
06cnepoBaHHbIe

2012 2013
I TAY petv 5150 4574
| TAY NoApOCTKH 1715 1684
A TAY petv 2741 3040
I ATAY noapocTku 426 586
VIATAY 202573 276 424
VI B ray 41951 50573
VIBTAY 63976 75663
v ray 142 385 146 864
Bcero Iy 460917 559 408
O6uan neyebHas ceTb 145 390 664 717
WUtoro 606 307 1224125

MpumevaHune. TOY — rpynna gucnaHcepHoro yyeTa.

napatom ATP 6biin 3adUKCUPOBaHbI 3HAYUTENBHO pexe —
y 101 (8,2%) 4yenoBeka (p < 0,001). CoOTBETCTBEHHO, OTPU-
LaTtefbHble peakunn Ha Npoby ¢ npenapatom ATP Habnoganu
CYLLLECTBEHHO Yalle, YeM Ha npoby MaHTy (Tabn. 3).

[eTaM 1 NogpocTKam C MNONOKUTENbHBIMU peakLMaMKU Ha
npo6y ¢ npenapaTtom ATP 6b1710 NPOBEAEHO PEHTIEHOIOrNYe-
CKOe uccrnegoBaHue Nerkux Ans UCKIoYeHns TybepKynesa.
JloKanbHbIK Ty6EepKyne3 AnarHoCTMpPoBanu y 7 YenoBekK, 4To
cocTtaBuno 0,6% oT obLero Yucna obcneaoBaHHbIX, Man 21%
OT yncna obcnefoBaHHbIX C MOMOXKUTENbHOM peakuuen Ha
npo6y ¢ npenapatom ATP.

YeTBepTbii 3TAN UccnefoBaHUA

Ha atom atane 6bian U3yYeHbl peadynbraTbl MPUMEHEHUS
KOXHOro tecta ¢ npenapatom ATP y geten 1 NoapoCTKOB B
79 cy6bektax Poccuickon Pepepauuun. Becero B rpynnax
AMCMNaHCepPHOro yyeTa B MPOTUBOTYOEPKYNE3HbIX YHPEKAEHM-
X, COrNacHO rocyaapcTBeHHbIM oT4eTHbIM dopmam (N2 33),
B 2012 r. cocTosino 602 292, B 2013 r. — 580 975 peteit
M NOAPOCTKOB. M3 HUX 06CcnefoBaHO C MPUMEHEHUEM npe-
napata ATP: B 2012 r. — 460 917 (76,5%), B 2013 1. —
559 408 (96,3%) 4yenosek (Tabn. 4).

MoMMMO NpUMEHeHKs y AeTen 1 NOAPOCTKOB, COCTOSLLMX
Ha yyeTe y ¢Tnsnatpos, ATP B psiie perMoHOB yXKe UCMONb-
3ylOT U B ycnoBusix oblen neyebHon cetu. Tak, B 2012 .
B 9TOW ceTu 6bino obcnegoBaHo 145 390, B 2013 r. —
664 717 YyenoBek.

Mo AaHHbIM, NOAYYEHHBIM U3 PErMOHOB, MOXHO 3aKio-
YUTb, YTO ATP LWIMPOKO MCMONb3YeTCs B MNpPaKTUKe Bpayen-
dTM3naTpoB. B HacToswee BpeMa AOCTUIHYT MpPaKTUYeCcKu

100% oxBaT TakMM BMAOM o6CNefoBaHUA OeTern U noj-
POCTKOB, COCTOSILLMX Ha Yy4yeTe B MNPOTUBOTYOEPKYNE3HbIX
yyperxaeHusx. Kpome atoro, kK 2013 r. ATP ucnonb3osanu
B ycnoBUsIX 0bLen neyebHon cetn 6onee yem B 1/3 cyOb-
ektoB Poccuitckon depepaumun. PedynbraTtbl NMPUMEHEHUS
ATP B aTuX ycnoBusIX npeactaBfieHbl B Tabn. 5. Bcero 3a
2 roga B ycnoBusix obuien neyebHon ceTn obcnenoBaHO
810 107 4yenoBeK, NONOXKUTENbHbIE PeaKLUn 3aperucTpmpo-
BaHbl B 2,2% cnyyaeB. Ty6epKynea obHapyxeH y 402 yeno-
BEK (4aHHble MaLMeHTbl MO CYWEeCTBYOWNM HOPMaTUBHbLIM
JOKYMeHTaM He noanexkanu obcnefoBaHuio Ha Ty6epKynes),
410 cocTaBmno 0,05% oT yncna ob6cnefoBaHHbIX.

OBCYXAEHME

ExxerogHo B cTpaHe Ha AWChaHCepHbIM yyeT y dTu3una-
Tpa no VI rpynne ctaBAT Ao NOAyMunanoHa geten. Um Bcem
HagHa4valoT npodunakTnyeckoe neveHne. AOPEKTUBHOCTb
XUMUONPODUNAKTUKK OnpeaenseTcs OTCYTCTBUMEM Pa3BUTUSA
NoKanbHON GopMbl Ty6epKynesa B TedeHue 2 nocneayoLmx
NeT Mpu YCNOBUU HaGAAEHWUS B NPOTUMBOTYOEPKYIE€3HOM
avcnaxcepe [1, 2, 8]. B cooTBeTCTBMM € YCNOBUAMU NEPBOro
3Tana Halwero uccnefoBaHus nNpodunakTMyeckoe neyveHue
NPOBOAMOCH TONBbKO Y TeX AeTeW, KOTOPbIE MMENU COMHM-
TeNlbHble U MONOXKUTENbHbIE peakuun Ha Npoby ¢ npenapa-
TOM ATP. Bece ocTanbHble, He3aBUCMMO OT Pe3y/ibTaToB NPoobbI
MaHTy, npoAomKann HabnoaaTbes B NPOTUBOTY6EPKY1€3HOM
avcnaHcepe B VI TY 6e3 neyenus. [pu aToM 3a nepuopg
HabnoaeHns cnydyaeB 3aboneBaHus TYGEpKyne3oM 3aperu-
CTPMPOBaAHO He 6biNo.

Ha ocHoBaHWM MNOAy4YEHHbIX B MCCAEfOBaHWW [aHHbIX
MOXHO cenaTb BbIBOJ, YTO KaxAblh BTOPOMN pebeHOoK, Habto-
JaeMbll B MPOTUBOTYOGEPKYNE3HOM AMCNaHcepe no noBogy
nHduumnpoBaHua MBT no pesynstataMm Npo6bl MaHTy, nony-
YyaeT xumuonpodunaktMKy HeoB60CHOBaAHHO. Pe3ynbrarthl,
Nosly4YeHHble HA MepPBOM 3Tane Halwero ucciaefoBaHus, oby-
CNOBAMBaANU HEOBXOAMMOCTb AaNbHENLILErO BHELPEHNS MPO-
6bl ¢ NnpenapatoM ATP B 06LLEKTUHUYECKYIO NMPAKTUKY.

PeaynbraThl, NONYyYEHHbIE B XO4€ BTOPOro atana uccneao-
BaHWS, NOATBEPANIN 3HAYUMOCTb NPO6LI ¢ NpenapaTtom ATP
NS LWAPOKOTO MCMONb30BaHUA B YCOBUAX O6LLen ne4ebHom
cet. CornacHo nony4yeHHbIM AaHHbIM, BbicoKas (80,1%)
yacToTa MNOJIOXUTENbHbIX peakunin Ha npoby MaHTy y 60/b-
HbIX 06LLECOMaTUYECKMX CTALMOHAPOB, a TaKKe OTCYTCTBME
KNacCUYEeCKUX NPOSBNEHUI BUpaxa TyGepKYIMHOBbLIX NPo6
[1, 3-5, 8, 9] He NO3BONAIOT OAHO3HAYHO BbIAENUTb N,
rpynnbl pUcka no 3aboneBaHuio Tybepkyne3omM. B Hawem
ncecnefoBaHMM Ha OCHOBaHUKM pes3ynbTaTtoB Ty6epKyIMHOAM-
arHOCTMKM MNauMeHTbl TaKKe He noanexanu AanbHenwemy
o6cnegosaHuio y dtmusnatpa. OgHako Mcnonb30BaHWe HOBO-
ro MetToga — BHYTPUKOXHOW Mpobbl ¢ npenapatom ATP —
NO3BO/IMNIO YCTAHOBUTb (C MPUMEHEHWEM KOMMbIOTEPHOM
ToMorpadum opraHoB rpyAHON KNETKKU, 6aKTEPUONOTMYECKUX
TECTOB) NIOKaNbHbIM TyOEpPKYNe3HbIM MPOLECC Y Kaxaoro
4eTBEPTOro nauuveHTa oblecomaTMyecKoro crauuoHapa ¢
NOJIOXUTENBHOW peaKLMen Ha TecCT.

Ta6nuua 5. Pe3ynbrathl MCNONb30BaHWS annepreHa Ty6epKyne3Horo peKoMOUHaHTHOMO AN MaccoBOro o6¢cneaoBaHus geten u NoapOCTKOB

(2012-2013 rT.)

Top
Mokasartennb Bcero
2012 2013
Yucno cybbekToB Poccuitckoin depepaumm 18 29 47
O6cnepoBaHo, abe. 145 390 664 717 810 107
MonoxutenbHble peakLmnn, abe. (%) 1932 (1,3) 16 190 (2,4) 18 122 (2,2)
O6Hapy»eH Ty6epkynes, abce. (%) 68 (0,04) 334 (0,05) 402 (0,05)
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OpuruHanbHas ctaTbf

Taknm o6pa3oM, NpuMeHeHue Npobkl ¢ npenapatom ATP
[aeT BO3MOXHOCTb 3Ha4YUTENbHO MOBbLICUTb 3GPEKTUBHOCTb
AMarHoCTUKK TyGepKynesa cpeau nauneHTOB, HaxXOAsLmMXCs
B o6lecoMaTMyecKux CTauuMoHapax, ¥ BblAenuTb rpynnbl
pucKa no Ty6epKynesy crneau NuL, He MOANeXallumx ydvety
B NPOTUBOTYGEPKYE3HOM AucnaHcepe (caxapHbli anaber,
NMHEBMOHMS, XPOHUYECKUM OGPOHXMT, XPOHWUYECKUI MMeNo-
HedpwuT; MnUa, NosyvatoLMe ropMOoHabHYO Tepanuio 1 T.4.).

Ha TpeTbem aTane 6bina uccnegoBaHa rpynna getev u
NOAPOCTKOB — yyaluuxcs cpeaHux y4ebHblix 3aBefeHnit. Bee
4eTW 1 NOAPOCTKMU CYUTANINCh MPaKTUYECKU 340POBbLIMU, HE
noanexanu yyety y dtmamnartpa u exxerogHo o6cnenoBanuchb
C NpUMeHeHneM Npobbl MaHTy, NpuyeM pesynbtaTbl 06cneso-
BaHWS He BbI3blBanu onaceHuin y MeanLmnHCKMX paboTHUKOB.
MpoBegeHne npobbl ¢ npenapatom ATP B gaHHOW rpynne
NO3BOJIMNO ONpeaennTb KPYr NuL, HYXKAALWKXCS B KOHCYSb-
Tauun ¢tnsmnatpa. B xoge obcnenoBaHus 3aPpUKCUPOBAHO
0,6% cny4aeB 3aboneBaHust geTen nokanbHbiMM dopmamu
Ty6epKynesa, 4to coctaBmno 21,2% OT Yncna noaoKUTENbHO
pearuvpytoLinx Ha ATP.

Takum o6pas3om, Mpu MCNONb30BaHUM HOBOrO METO-
fa ob6cnegoBaHua ¢ npenapatoM ATP y Kaxgoro nsatoro
WKOMbHUKA C MOJIOKUTENbHOW peakuuen guarHocTupoBanu
NOKanbHbIN Ty6epKynes. ITOT 3tan MccneaoBaHWs [OKa-
3blBaeT Lenecoobpas3HoCTb CKPUHUHIOBOrO o6cnefoBaHUs
BCEX AeTeN WKONbHOro Bo3pacra, BK/Yas NOAPOCTKOB, Mpu
nomMolum Npo6el ¢ npenapaTom ATP.

YeTBEpTbIM 3Tan uccnefoBaHus, 3aKloYaBLIMINCS B NOA-
BeAeHnn ntoros BHeapeHus ATP B pernoHbl Poccun, nokasan,
4TO B HacTosee BpeMs B PP Ha gucnaHcepHOM yyeTe B Mpo-
TUBOTYOEPKYNE3HbIX YYPEKAEHUSAX COCTOSAT 6onee NonyMUIu-
OHa [eTew 1 NOAPOCTKOB, YTO cocTaBnseT 2% AETCKOro Hace-
nexHusl. Mcnonb3oBaHne ATP Kak meTtoaa AoobcnenoBaHus B
YCNOBUSAX MPOTUBOTYOEPKYNE3HOrO YYperKAeHUs Mno3Bonser
noytm B 100% cnyvyaeB NOATBEPAWTb AMarHo3 TyGepKynesa.
MpumeHeHne ATP B ycroBusx obLen ne4ebHom ceT cnocoot-
CTBYET OMNpeaeneHnio Haubonee yrpoxaemblx rpynn pucka
no 3a60MeBaHMIO U BbISIBAEHUIO 6ObHbBIX Ha PaHHEN CTaauu.
BbisiBnsiemocTb 3ab60/ieBaHKs B 00LWen ne4yebHon CeTU cocTa-
Buna 0,5 Ha 1000 o6cneaoBaHHbIX, YTO 3HAYUTENBHO BbILLE,
4YeM MpPU CKPUHKHTE C UCMOoNb30BaHWeEM Npo6bl MaHTy ¢ 2TE.

MwuH3aapaBom Poccuickon Pepepalimm nepecMoTpeH noj-
X04 K NPOBeeHWI0 MaccoBbIx 06cnejoBaHMi Ha TyGepKynes
C LeNblo BHEAPEHUSI COBPEMEHHbIX AMArHOCTUYECKMUX TEXHO-
nornn. B 4acTHOCTW, M3MEHEHMS KOCHYIUCb CKPUHWUHIOBbIX

KOH®JIMKT UHTEPECOB

o6cnefoBaHnit AETCKOro M NMOAPOCTKOBOro HaceneHus. [ns
[eTel cTapllero Bo3pacta W MOAPOCTKOB PEKOMEHJOBaHO
ucnonb3osaHue ATP B cTaHAapTHOM pa3BeAeHUH, B TO BPEMS
KaK 4nsa AeTen 4o 7 NeT BKAYUTENbHO COXPaHSAETCH PEKOMEH-
Jaums K MPUMEHEHNIO AMarHOCTUYECKOr o TeCTa C annepreHom
Ty6EepPKyne3HbIM o4uLLeHHbIM (Npo6a MaHTy ¢ 2 TE MNA-J1).
Takum 06pas3om, o4eBMAHa HEOBXOAMMOCTb WM3MEHEHMS
METOAMKMN NPOPUNAKTUKN U PaHHEWN AMArHOCTUKM PasnnyHbIX
NPU3HaKOB TyGepKynesa, YTo OTPAKEHO B METOANYECKMX PEKO-
MeHaaumsax «CoBeplIeHCTBOBAHWE AMArHOCTUKM U Jle4eHus
TyGepKynesa OpraHoB [AbIxaHus», YTBEPHKAEHHbIX B MpUKase
N2 951 o071 29.12.2014r. [10]. CornacHo aTUM peKoMeHaaLm1sMm,
BCE AeTH rnocne nepB1YyHom BakUnHauuu bLIXK-M B poannbHOM
[lOMe C rofoBasnoro Bo3pacTa exerogHo obcneaytoTcs MeTo-
[OM MMMYHOAMArHOCTUKM C MCMONb30BaHWEM TyGepKynuHa
(npo6a MaHTy ¢ 2TE) go 7 net BrtouuTenbHo. [anee, ecnu
He HacTynuT uHdunumMpoBaHMe MBET, NpoBoAAT peBaKLMHALMIO
BLIXK. C BocbMUETHEr0 BO3pacTa BCeM AETAM U NOAPOCTKaM
€¥XerofHo NpoBOAAT UMMYHOAMArHOCTUKY C NpUMeHeHneM ATP,

3AKJ/IIOMEHUE

M3yyeHne peldynbtatoB NpMMeEHeHWs Npobbl ¢ npenapa-
ToM ATP B KayecTBe [AMarHOCTMYECKOr0 M CKPUHWUHIOBOro
mMeToga o6cnefoBaHMsA B pas/iMYHbIX rpynnax AeTCKo-noj-
POCTKOBOIO HaCeneHus B yCloBUAX NPOTUBOTYOEPKYIE3HOM
M obwen ne4yebHOM CeTU CNOCOOBCTBYET BbISBIEHUIO UL, C
BbICOKMM pPUCKOM 3aboneBaHus Ty6epKyne3omM. BHeapeHue
COBPEMEHHOI0 CKPMHMHIOBOr0 MeToAa AMarHOCTUKKU Ty6ep-
Kynesa C MCMnoib30BaHWEM OTEYEeCTBEHHOr0 WHHOBALM-
OHHOro npenapata annepreHa Ty6epKyne3Horo pekoMou-
HAHTHOrO B COBOKYMHOCTWM C NPOBEAEHWEM KOMMbIOTEPHOM
ToMorpaduu M BbINONHEHNEM GaAKTEPUONIOrMYECKMX TECTOB
No3BONSET NOBbLICUTb 3PDEKTUBHOCTb PaboThbl NeanaTpoB Nno
paHHeMy BbISIB/IEHUIO, @ PTU3MATPOB — MO SIEYEHUIO NaLIMEH-
TOB C pa3nnYHbIMK NPU3HAKaMKU Ty6EePKyNe3HON MHPEKLUMN.
C y4yeToM 3TOro BCe YCuIus MOryT 6biTb COCPEAOTO4EHbI Ha
npodunakTMke 3aboneBaHua cpean auL ¢ HanbONbLIUM
PUCKOM pa3BUTUS TybepKynesa, B T.4. B o4arax MHQEeKLuu.
3T0 B KOHEYHOM UTOre BEET K COKpPaLLEHWIO MaTepuanbHbIX
3aTpaT rocygapctea Ha 60pb0Oy ¢ Ty6epKye30M.

UCTOYHUK ®PUHAHCUPOBAHUA

Pab6ota BbiNOMHEHa B paMKax Hay4HOro wuccnepo-
BaHua HWUW odtnsnonynomoHonorumn [llepsoro MIMY
um. N.M. CeyeHoBa.

CraTbs onybnuMkoBaHa npu dpruHaHcoBow noaaepkke 3A0 «feHepuym».
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cpeam 60/1bHbIX CUCTEMHBIM IOBEHWU/IbHBIM MAMONaTUYECKUM apTpmuTOM. MeToabl: MpoBeAEHO NPOCMEKTUBHOE HEPaHIOMU3N-
poBaHHoe uccaenoBaHne. Y BCex ero y4acTHMKOB METOAOM CEKBEHUPOBaHUS U3y4aan Haanyme mytaumi B reHax TNFRSF1A
n NLRP3. Pesynbtartbi: 06¢nenoBaHbl 90 aeten (27 manbumkoB, 63 AeBoYku) B Bo3pacte oT 1 o 17 (meanaHa 8,2) net
C Hanpas/siloWmMM AnarHo30M: «CUCTEMHBIN IOBEHWU/IbHBIN MAMONaTUYECKU apTput». B pesynbtate y 10 (14%) nauneHToB
06HapyKeHbl MyTaumn B reHe TNFRSF1A, npuBogswme K pa3sutuio TRAPS-cuHgpoma (y 8 — Hanbosiee pacrnpoCTpaHeH-
Has mytaums R92Q; y 3 — He onucaHHble paHee Mytaumn B reHe NLRP3). Y 2 nauueHToB 6bia1 AMarHoCTMpoBaH CUHAPOM
CINCA/NOMID, y 1 — cuHapom Makna-Yanica. B 3 cayyasix y poACTBEHHUKOB MepBOM JIMHUM POACTBA Obl/IM MAEHTUDULM-
poBaHbl MyTaLuu, npmuBogsLumne K pa3sutnio TRAPS-cnHapoma. PaccMOTpeHbl KacCcuyecKkne rnpumepbl ayToBOCaaNTeIbHbIX
CUHAPOMOB, TaKMX KaK KPUOMUPUHACCOLMMPOBaHHbIN nepuoandeckuit cuHapom (CAPS) v nepuoanyecKuii CUHAPOM, acco-
LUMMPOBaHHbIN ¢ peLentopoM ¢axktopa HeKpo3a onyxosnu (TRAPS). lpeactaBnieHbl aHHble 06 ux rnatoreHese, KIMHUYECKUX
Mpu3HaKax, AnarHoCTUKe U 1Ie4eHnH. 3aKIrYeHHue: MoKa3aHo, YTO CBOEBPEMEHHOE BbISIBJIEHNE M aJ€KBATHOE JIeYeHne naLm-
€HTOB C ayTOBOCMa/MTE/IbHbIMU CUHAPOMaMM, XapaKTepU3YIOLUMMUCS TSXKETbIM TEYEHUEM U CePbEe3HbIM NPOrHO30M, 3aTpya-
HEHO 10 NpuYMHaM HEeAOCTAaTOYHON OCBEAOM/IEHHOCTU Bpadem-neanatTpoB U HEAOCTYNHOCTH reHETUYECKON ANarHOCTUKU 3TUX
cuHapomoB. O60CcHOBaHa HEO6XOAMMOCTb Pa3paboTKM yHUBEPCasabHON MOAEIN ANarHOCTUYECKOIrO airoputMa BbISIBIEHUS
ayToBOCNa/MTE/IbHbIX CUHAPOMOB C MPUMEHEHNEM TEXHOI0MMN CEKBEHUPOBAHUSI HOBOIO MOKOIEHUS.

KnroyeBble cnoBa: 4eTH, ayTOBOCNaINTE IbHbIE CUHAPOMbI, IOBEHWIIbHbIN MAMONATUYECKUI @apPTPUT, MOJIEKY/ISIPHO-reHeTUYe-
CKasl AMarHoCcTuKa, CeKBEHMpoOBaHue HoBoro roxkosaeHns, CAPS, TRAPS.

(Ana uymTnpoBaHmus: Anexceesa E.WN., CaBoctbsiHoB K.B., Cnenuosa T.B., lNywkoB A.A., BanveBa C.W., B3aposa T.M.,
Mcaesa K.b., Yuctakosa E.T., Homaxmase A. M., leHucosa P.B., HUkutnH A.T., MNaxomoBs A. B. KnuHuyeckne n monekynsp-
HO-FEHETUYECKME OCOBEHHOCTM ayTOBOCMaNUTENbHbIX CMHAPOMOB Yy AeTen. Bonpockl coBpemeHHou neauatpun. 2015;
14 (3): 363-373. doi: 10.15690/vsp.v14i3.1372)

E.l. Alexeeval 2, K.V. Savostyanov?, T.V. Sleptsova?l, A.A. Pushkov?, S.I. Valieval, T.M. Bzarova?, K.B. Isaeva?,
E.G. Chistyakova®’ 2, A.M. Chomakhidzel, R.V. Denisova?, A.G. Nikitin%, A.V. Pakhomov?
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Clinical and Molecular Genetic Features of Autoinflammatory
Syndromes in Children

Objective: Our aim was to study the prevalence and clinical features of autoinflammatory syndromes among patients with systemic
Jjuvenile idiopathic arthritis. Methods: A prospective nonrandomized study was conducted. All its members have been studied for
mutations in TNFRSF1A and NLRP3 genes by the sequencing method. Results: 90 children (27 boys, 63 girls) aged from 1 to 17
(average age 8.2) years, with a guide diagnosis: «Systemic juvenile idiopathic arthritis», were examined. As a result, 10 (14%) patients
showed mutations in TNFRSF1A gene, leading to the development of TRAPS-syndrome (8 had the most common mutation of R92Q;
3 — not previously described mutations in NLRP3 gene). 2 patients had the diagnosis of CINCA/NOMID Syndrome, 1 — Muckle—Wells
Syndrome. In three cases, mutations leading to the development of TRAPS-syndromethe were identified in the first line of descent.
Classical examples of autoinflammatory syndromes such as cryopyrin-associated periodic syndrome (CAPS), and tumor necrosis factor
receptor associated periodic syndrome (TRAPS). The data about their pathogenesis, clinical features, diagnosis and treatment is
presented. Conclusion: It is shown that early detection and adequate treatment of patients with autoinflammatory syndromes,
characterized by severe disease and serious prognosis, is difficult due to lack of awareness of pediatricians and unavailability of genetic
diagnosis of these syndromes. The necessity of the development of a universal model of the diagnostic algorithm for identification of
autoinflammatory syndromes using next-generation sequencing technologies is grounded.

Key words: children, autoinflammatory syndromes, juvenile idiopathic arthritis, molecular genetic diagnosis, next-generation
sequencing, CAPS, TRAPS.
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OpuruHanbHas ctaTbf

OBOCHOBAHME

AyToBOocnanuTenbHble 3a60/1eBaHUs (CMHAPOMbI) YenoBe-
Ka (human autoinflammatory diseases, HAIDS) — 310 rete-
poreHHasi rpynna peakux reHeTUYeCKU AeTepMUHUMPOBaH-
HblX COCTOSIHWUM, XapaKTepPU3YOLMXCS HENMPOBOLMPYEMbIMU
CMOHTaHHbIMW MPUCTYNamu BOCMaNeHUs, NPOSBASIOLMXCS
JIMXOPAAKOM U KIMHUYECKOM CMMMTOMATUKOMW, HarnoMUHato-
e peBMaTUYECKYLD, MPWU OTCYTCTBMMU ayTOMMMYHHbIX WK
MHOEKLMOHHbIX NpUYnH [1]. AyToBOCnanuTesbHble CUHAPO-
Mbl 4e6IOTMPYIOT Yalle Bcero B AETCKOM Bo3pacTte, MHoraa
Ha NepBOM rofy Xn3HW. BoNbWKWHCTBO ayTOBOCMaNNUTENbHbIX
CMHAPOMOB — 3TO MOHOTrEHHble 60Ne3HU, 06YCNOB/IEHHbIE
MyTauuen OQHOro reHa, HacnejyeMble Mo ayToOCOMHO-peLLeC-
CUBHOMY MM @yTOCOMHO-AOMWHAHTHOMY THY.

Mo paHHbIM peructpa EUROFEVER, nony4yeHHbIM ©3
32 cTpaH Mupa, 3aperucTpupoBaHo 6osee 3 ThiC. NaLMUEHTOB
C ayToBOCManuUTebHbIMKU CUMHAPOMAaMM, U3 HKUX 152 yenose-
Ka ¢ CAPS. B Poccuu K HacTosiLleMy MOMEHTY OTCYTCTBYIOT
cucTeEMaTU3MpPOBaHHbIE jaHHble O 4acToTe BCTPe4aemMoCcTu
ayToBocnanuTenbHblx cMHApoMoB. OHAaKO M3BECTHO, YTO B
Poccuickon degepauunn 3apernctpupoBaHbl 23 nauueHTa
C Takon ¢popmon natonoruu [2]. BMecTe ¢ TeM CXOACTBO KIn-
HUYECKOMN KapTUHbI ayTOBOCMNANMNTENbHbIX CUHAPOMOB U PEB-
MaTUYECKUX GONIe3HEN MO3BONSET NPEAMNONOKNUTL Hanuyme
TaKWX NauMeHTOB Cpeaun AeTen, MocTynalouwmx B neYyebHble
yypexaeHus ¢ AuarHo3om: «CUCTEMHbIN IOBEHUbHbLIN UANO-
natuyecku aptpum (KOUA).

CornacHo AaHHbIM nuTepaTypbl, a TakXKe 6as3e [AaH-
HbiX No myTtauuam HGMD [3], 601blWNHCTBO NATOrE€HHbIX
MyTaLUK, ABASIOWMXCA MPUYMHOM pas3BUTUS ayToBocna-
NINTENbHbLIX CUMHAPOMOB, pPaACMO/IOKEHbI B OMNpeaeneH-
HbIX 06/1acTax (Tak Ha3blBaeMbIX FOPSYMX TOYKax) reHoB
TNFRSF1A »n NLRP3 [4]. Tak, Hanpumep, Haubonbliee
YMCO ONMUCAHHBIX K HACTOSILLLEMY BPEMEHU MyTaLMi B reHe
TNFRSF1A pacnonoxeHo B ak30He 04 gaHHOro reHa, npu
3TOM Haubonee pacnpoCTpaHEHHOW fABAAeTCS MyTauua
¢.362G>A (R92Q) [5].

Llenbto Hawero uccrnegoBaHus OblI0 U3Y4YUTb pac-
NPOCTPaHEHHOCTb U OCOBEHHOCTU KIMHUYECKON KapTUHbI
ayToBoCnanuTeNbHbIX CUHAPOMOB Ccpeamn 60/bHbIX CUCTEM-
HbiM FONA.

METOAbI

Au3aiiH uccnegoBaHus

MpoBeAeHO MNPOCMNEKTUBHOE HEepaHAOMU3UPOBaHHOE
uccneaoBaHue.

Kputepum cootBeTcTBUA

Kputepuamn BKIOYEHUS B MccnegoBaHWe Oblin Noa-
TBEPXAEHHbIN AMarHo3 cuctemHoro OWA, Bo3pacT nauymeH-
ToB Mnagwe 18 net, cornacue poautenew Ha nposeaeHue
MOJIEKYNIIPHO-TEHETUYECKOro aHan13a.

YcnoBus npoBegeHus

MoneKynapHo-reHeTU4YeCKMn aHanmM3 o6pa3uoB KPOBU
[eTew, rocnuTaanu3npoBaHHbIX B PEBMATONONMYECKOE OTae-
neHve Hay4yHoro ueHTpa 3g0poBbs aeten (HU3/, MockBa),
npoOBOAM/IM B 1abOpaTopmmn MOSIEKYNSPHOM FTEHETUKMU U Kie-
TOYHOM 6unonormm HU3/.

MpoAoNKUTENbHOCTb UCCIeA0BaHUA
Mepvoa BKIOYEHUS B MccnenoBaHWe cocTaBun 1 rop
3 mec (c agekabpsa 2013 no deBpanb 2015 r.).

OnucaHue MeAULIMHCKOro BMellaTesbCcTBa

[na npoBefeHns MONEKYNIAPHO-reHETUYECKOro aHanuns3a
BCEM MaLMeHTaM NPOU3BOAMNIOCH B3ATUE LENbHOW BEHO3-
HOM KPOBMU.

Ucxoabl uccnegoBaHusa

OCHOBHbIM UCXOIOM MCCNEAOBaHUA ClyXuna MaeHTuodum-
Kauus mytauum B reHax TNFRSF1A v NLRP3, anstowmxcst
NPUYUHOM Pa3BUTUA ayToBOCNanMTeNbHbIX cuHApomoB CAPS
n TRAPS.

MeTtopabl perucTtpauum UCXo[0B

[eHomHas [AHK 6bina BbliaeneHa M3 LLEebHOW BEHO3-
HOM KPOBW METOAOM 3KCTpaKuuu deHon-x1opodopmom.
®parmeHTbl reHoB TNFRSF1A wn NLRP3, coaepxaliune
BCE KOAMPYKOLME YYacTKM C NpuUNerarlmmm MHTPOH-
HbIMM 06nacTaMu, GblIM MOMly4EeHbl C MOMOLLbIO MOMK-
MepasHou uenHon peakuumn (MUP) ¢ ncnonb3oBaHuem
cneunduyHbIX NparnmepoB (Tabnuua ¢ nocnenoBaTefibHO-
CTAMM). YHacTKu uccnegyemblx reHoB amnavduumpoBanu
Cc ucnonb3oBaHuem Mmetogda [LIP Ha Tepmouuknepe Bio-
Rad T100 (CLUA) B 20 MKn peaKLUWOHHOM cMecu chne-
ayowero coctaBa: 70 MM 6ydep Tpuc-HCI (pH = 8,8),
16,6 MM cynbdat ammonus, 0,01% TenH-20, 2 MM xnopua
Marumsg, 200 HMonb Kaxkgoro dNTP, 500 HMonb npanme-
poB (EBporeH, Poccus), 1,5 ea. Taqg AHK-nonumepassbl
(EBporeH, Poccus), 20-50 Hr reHomHow AHK.

Yenosusa TMUP: 95°C/2 muH — 1-1 umkn; 94°C, 10 c,
54-66°C, 60 ¢ — 40 uuknos. MaeHTMdMKaLMIO NPOAYKTOB
peaKLnn NPOBOAMAN B arapo3HOM rene.

Mocne atoro Bce dparmMeHTbl GblIM NpPOoaHanM3npoBa-
Hbl METOAOM MNpPAMOro aBTOMaTUM4ECKOro CEeKBEHMPOBA-
HMS C Mcnonb3oBaHWeM Habopa BigDye Terminator Cycle
Sequencing Ready Reaction kit (Applied Biosystems, Foster
City, CA, CLLA) Ha aBTOMatnyeckoM cekBeHatope [AHK ABI
3500 XL (Applied Biosystems, CLLA).

MonyyeHHble nocnenoBaTebHOCTM OblNM  HaNloXe-
Hbl Ha pedepeHcHble nocnegoBaTenbHOCTM RefSeqGene
NM_001065.3 (TNFRSF1A) n NM_004895.4 (NLRP3)
M3 6a3bl AaHHbIX HaunoHanbHOro LueHTpa 6MoTexHoNnormye-
CKOM nHdopmaumu [6].

3Tnyeckas akcnepTusa

OT poauTenen Bcex aeter 6bi10 Noy4yeHo MHPOPMUPO-
BaHHOE cornacue Ha NpoBeAeHWe MONEKYNSPHO-reHeTnYe-
CKOro aHanusa.

CtaTuCcTMY4ECKU aHaNun3

CTaTUCTMYECKYI0 06paboTKy AaHHbIX MPOBOAMAN MpPU
nomMouM nporpammHoro o6ecnevyernns STATISTICA v. 6.0
(StatSoft Inc., CLLUA). KonuyecTtBeHHble MoKasaTtenu npeg-
CTaBfieHbl B BMAe mMeauaHbl U 25-ro; 75-ro nepueHtunen
[Me (25; 75)]. Paznnuns cyntanm cTaTMCTUHECKMU 3HAYUMbIMMU
npu p < 0,05.

PE3Y/bTATbI

Y4yacTHUKU uccnegoBaHUs

B nccneposaHune 6binuv BRAOYeHbl 90 aeTten (27 manb-
4YMKOB M 63 4eBOYKM) B Bo3pacTe oT 1 Ao 17 net, megnaHa
8,2 roga (4,7; 11,5), KoTopble 6blAX roCNUTaNIM3MPOBaHbI
B peBMaTosiornyeckoe otaenenune HU3/ ¢ HanpaBnaiowmm
anarHosom: «CucteMHbin FOUA». CpegHuin Bo3pacT aebtota
3aboneBaHusa coctaBun 3 (1,5; 5,1) roaa, ANUTENBHOCTb —
4,4 (1,0; 7,6) roga (tabn. 1). Hanbonee 4acTbiMU CUM-
nTomamu Gbinn nMxopanKka, apTpUT WKW apTpanruu, Chifb,
renato- U cnneHomeranus, nuMmdageHonaTus, ronoBHas
60/b, 60/Ib B XWBOTE U MOpakeHue rnas (cm. Tabn. 1).
B nepunoa o6ocTpeHnit y BCeX MaLMeEHTOB perncrtpupoBa-
NN 3HAYUTENbHOE MNOBbIlIeHWE nabopaTopHbIX MOoKa3aTe-
el aKTMBHOCTU 6O0SIE3HU: NENKO- U TPOMOBOLMTO3, aHe-
MMWIO, MOBbILLIEHME CKOPOCTHN oceaaHus apmutpountos (COI)
M CbIBOPOTOYHOM KOHLEHTpauum C-peakTMBHOro 6enkKa
(CPB; cm. Tabn. 1).



Ta6nuua 1. lemorpaduyeckas 1 KIMHUYECKasn XxapaKTepUCTUKa NaLmneHToB, BKIIOYEHHbIX B UCCnefjoBaHne

[eBou4Kku, abe. 63
Manb4yuku, aée. 27
BoapacT, roasl 8,2(4,7;11,5)
[OnutenbHoCTb 3ab6oneBaHus, rogel, Me (25; 75) 4,4 (1;7,6)
BoapacT gebiota 3aboneBanus, rogbl, Me (25; 75) 3(1,5;51)
Yucno nposiBneHuit Ha ogHoro 6onbHoro, Me (25; 75) 58(4,1;7,2)
KnuHWYecKkne npusHaKu:

* fMxopagKka 90 (100%)

e Cbilb 86 (96%)

® apTpuT/apTpanrum 90 (100%)

e renartocrnieHoMeranus 86 (96%)

e nuMmdageHonaTus 85 (94%)

e ronoBHas 60/b 37 (62%)

e 60/b B }XNBOTE 35 (58%)

® opa)keHue rnas 19 (21%)

®  Cepo3uThl 17 (19%)
CO3, mm/4 (N go 20), Me (25; 75) 56 (38; 68)
JlenKoumThbl, ><109/n, Me (25; 75) 17 (13; 23)
Tpom6oLMTHI, ><:I.09/n, Me (25; 75) 550 (470; 680)
femorno6uH, r/n, Me (25; 75) 96 (79; 108)
CPB, mr/n (N po 5), Me (25; 75) 87 (52; 146)

Ta6nuua 2. Pe3ynbtaTbl NOUCcKa MyTaumin B reHax TNFRSF1A u NLRP3 y nauMeHTOB, BKIOYEHHbIX B UCCneaoBaHmne

HykneotuaHas 3ameHa

AMMHOKMKC/IOTHaA 3aMeHa

1 MaumneHT I TNFRSF1A c.362G>A p.Arg121GIn (R92Q) [eTeposurora
2 NaumeHT XK. TNFRSF1A €.362G>A p.Arg121Gin (R92Q) leTepoaurota
3 MauuneHT U. TNFRSF1A c.362G>A p.Arg121GIn (R92Q) [eTeposuroTta
4 Maumnent . TNFRSF1A c.362G>A p.Arg121GIn (R92Q) [eTeposurora
5 MaumeHT C. TNFRSF1A c.362G>A p.Arg121GIn (R92Q) fomo3urota

6 MauuneHT N, TNFRSF1A c.362G>A p.Arg121GIn (R92Q) [eTeposuroTta
7 MauwneHT Jn. TNFRSF1A c.362G>A p.Arg121GIn (R92Q) [eTeposurora
8 MaumeHT Mc. TNFRSF1A c.362G>A p.Arg121GIn (R92Q) [eTeposuroTta
9 MaumneHT Kp. TNFRSF1A c.792delT p.Lys265Serfs*87 He onucana
10 MaumeHT Mp. TNFRSF1A c.374G>A p.Cys125Tyr (CO6Y) [eTeposuroTta
11 MaumeHT KH. NLRP3 c.2861C>T p.Thr954Met He onucana
12 MauneHT K3. NLRP3 c.796C>T p.Leu266Phe He onucaHna
13 NauuneHT T. NLRP3 c.2173C>A p.Leu725lle [aTtoreHHOCTb HEM3BECTHa
14 MaumneHT KB. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopduam*
15 MaumneHT A. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopdpuam*
16 MaumeHT Mc. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopduam*
17 MaumeHT Mc. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopdpunam*
18 NaumeHT Kui. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopdpunam*
19 NauuenT Ma. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopdunam*
20 MauwneHT Pa. NLRP3 c.2113C>A p.GIn705Lys (Q705K) Monumopduam*

lMpumevaHne. * — reTepo3nroTHoe HOCUTENLCTBO annens K accoLMnpoBaHoO C NOBbIWEHHbIM COAEPXKaHMeM UHTepNelKnHa 1 B opraHname

HenoBekKa.
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«AyToBOCNanuUTenbHbin cuHapom». Y 10/90 oG6HapyKeH
TRAPS, y 3/90 — CAPS, y 7/90 (7,8%) nauneHTOB BbISB/IEH
nonumopodusm reHa NLRP3 (tabn. 2).

OcHOBHble pe3ynbTaThl UCCNIEA0BaAHUSA
B xope Hawero wuccnepgosaHua y 13/90 (14,4%)
naunMeHToB Obll FeHEeTUYEeCKU TMOATBEPHKAEeH [MarHos:



OpuruHanbHasa cTaTtbs

Oco6eHHocTH TeyeHuss TRAPS

Y 8/10 nauneHToB ¢ cuHapomoM TRAPS 6binu BbigBe-
Hbl MyTauun R92Q B reHe TNFRSF1A, y 1/10 nauneHta —
onucaHHas paHee «CTPYKTypHas» myTtauuns C96Y,y 1/10 —
He onucaHHas paHee HOHceHc-myTauums ¢.792delT.

AHanm3a TeyeHusa 6onesHu y naumeHToB ¢ TRAPS noka-
3af, 4To MeraHa Bo3pacTa AebloTa 3aboneBaHns COCTaBu-
na 5 (3,0; 15) net (Tabn. 3), 5 geren 3abonenn B Bo3pacTe
no 5,1 net, U3 HUXx 1 — B Bo3pacTte Ao 1 roga. MeanaHa
[NUTENbHOCTM 060CTPeHUss coctaBuna 17 (12; 21) aHew,
yacToTbl 060CTpeHNn — 5 pas B rog (2; 10; cm. Tabn. 3).

Ha MomeHT o6cnenoBaHus ANMMTENbHOCTb 3ab60/ieBaHMUA
coctaBuna 3,3 roga: 6 nauueHToB 6onenn meHee 1 roaa,
4 pebeHKa — 6onee 2 neT.

Y Bcex 10 nauuneHToB 060CTpeHne 3abosieBaHns Conpo-
BOXAaNIOCb NIMXOPAAKOW, apTPUTOM W/UNKU apTpanruamu,
numdageHonatuen, renaTto- u cnaeHomeranven; y 8/10

(80%) netent — cbinbto U ronosHon 605bto, y 6/10 (60%) —
60/blo0 B XMBOTe. Ha doHe nnxopaaKku y Bcex 60JbHbIX peru-
cTpUpoBanu nefikounTos [14,5 (10; 21)x102/n], Tpom6Go-
LKTO3 [465 (300; 625)%102/5], aHemMuIo, NoBbilweHne COI
[56,5 (40; 60) MM/4] 1 cbiIBOPOTOYHOrO ypoBHS CPB [73 (38;
88) mr/n; cm. Tabn. 3].

Bce nauueHTbl 4O MOJSIEKYNSPHO-TEHETUYECKOro Noa-
TBEPKAEHMS ayTOBOCNANWUTENbHOIO CMHAPOMa Habntoaanmchb
C AnarHo3om «KOHOLWECKUI apTPUT C CUCTEMHbBIM Ha4vyanoM».
AKTMBHasi NPOTMBOPEBMATUYECKas Tepanus MNpoBoanIach
8/10 (80%) nauuneHTam (tabn. 4).

OcobeHHOCTH TedyeHUs1 3a60/1eBaHUA y NaLMeHToB

¢ myTaymen R92Q

Y 8/10 nauuneHTtoB ¢ TRAPS-cMHApOMOM 6blia BbiSiB-
NleHa Haubonee 4acTo BCTpevawwascs myrtauus R92Q.
3aboneBaHue y 3TUX aetern MmaHUbeCcTMpoBano B Bo3pac-

Ta6auuya 3. [lemorpaduyeckas U KIMHUYECKan XxapaKTepucTuka naumMeHToB ¢ cuHapomom TRAPS

[eBo4yKu, abe. 7
Manb4unku, abe. 3
BospacrT, rogbl, Me (25; 75) 9,9 (5,5; 15,4)
[nutenbHoCTb 3a6oneBanus, roasl, Me (25; 75) 3,3(0,5;6,3)
BospacT ge6iota 3aboneBanus, rogbl, Me (25; 75) 5,1(3,0; 15)
[OnutenbHoCcTb 060CcTpeHus, aAHK, Me (25; 75) 17 (12; 21)
YactoTa o60cTpeHui B rog, Me (25; 75) 5(2;10)
Yucno nposiBneHuit Ha ogHoro 6onbHoro, Me (25; 75) 6,5(4,8;7,8)
KnuHnyeckne npuaHaku:

* nMxopagka 10 (100%)

® Cbilb 8 (80%)

® apTpuT/apTpanruu 10 (100%)

e renartocnjeHoMeranus 10 (100%)

e numdbaaeHonaTms 10 (100%)

e rosoBHas 60nb 8 (80%)

* (60/b B XXNBOTE 6 (60%)

®  Cepo3uThl 3(30%)

® ropaxeHue rnas 1 (10%)
CO03, mm/4 (N go 20), Me (25; 75) 56,5 (40; 60)
JleKoumThI, ><109/n, Me (25; 75) 14,5 (10; 21)
TpomM6oLUTBI, XlOg/n, Me (25; 75) 465 (300; 625)
femorno6uH, r/n, Me (25; 75) 104 (98; 120)
CPB, mr/n (N go 5), Me (25; 75) 73(38;88)

Ta6nuua 4. [poTBOpEBMaTUYECKan Tepanus y naumMeHToB ¢ cMHApoMom TRAPS Ha MOMEHT NpOBeAEeHMS reHeTUYeCKoro o6cneaoBaHus

1 MNauuneHT I Tounnusymab Pemunceuns

2 MaumeHT XK. MeToTpeKcaT Pemuccus

3 MauneHT N. KaHnaKknHymab + MeToTpeKcaT + MIOKOKOPTUKOUABI Pemuccusa

4 MaumneHT A. PutykcMmab + MeToTpeKcaT + LMKNOCNOPUH Pemunceuns

5 MauueHnT C. OTaHepLenT + rIOKOKOPTUKOUAbI Hn3Kas akTUBHOCTb
6 MaunenT Jlut. Putykcumab + MeToTpeKcar + MIOKOKOPTUKOUAbI BbiCOKasi akTUBHOCTb
7 Maunent n. bes Tepanuu Hun3Kas akTUBHOCTb
8 MaumeHT Mc. Tounnnusymab Pemuceus

9 MaumneHT Kp. UHdnmKkecumab Pemunceus

10 MauuneHt Mp. bes Tepanuu BbicOKasi akTUBHOCTb




Te or 8 mec go 10 [3,7 (3; 10) net; Tabn. 5]. Hanbonee
yacTble cumMnTombl: nuxopagka (100%), apTpuT u/mnu
aptpanrun (100%), numdbageHonatna (100%), renato-
n cnneHomeranusa (100%), cbinb (100%), ronosHas 60/b
(87,5%), 6onb B xuBOTEe (75%). MeanaHa yucna nposiB-
JIEHWW Ha ofHOro 60/bHOro cocrtasuna 7, AJUTENIbHOCTH
ob6ocTpeHns — 14 cyT, 4acToTbl 060CTPEHMN — 6 pa3 B roj
(cm. Tabn. B).

Y naumeHToB ¢ MmyTaumen R92Q oTMeYeH XxopoLwui OTBET
Ha MMMYHOCYNpeCcCUBHYO Tepanuio: y 6/8 60/bHbIX Gbina
3adUKcHMpoBaHa pemMuccus 601e3HU B COOTBETCTBUU C KpU-
Tepusamu C. Wallace [7];y 2/8 — yMeHbLUEHWE YacTOThbl U CTe-
NeHn TAXeCcTn obocTpeHnin; 3/8 naumeHTam Obll Ha3HaYeH
NpPeaHU30/0H per 0S B MakCUMasnbHOM Ao3e 1 Mr/Kr Macchl
Tena B CyT C NOCNEeylLWMM CHUXEHUEM A03bl o 0,5 Mr/Kr
Macchl Tena B CyT.

Y 2 neTer OTMEYEHO TAXKeNoe Te4eHne ayToBocnanmTeb-
HOro cuHApoMa.

Y 6onbHoN C. 3aboneBaHne aeboTMPOBaNo B Bo3pacTe
4 net (B anpene 2007 r.). OCHOBHbIE KIIMHUYECKUE MPOSIB-
NIeHMS BKIOYaNW IMXOPaAKy, apTpuT, rofIoBHYLO 60/b. Yepes
6 Mec OT Havyana 60/ne3HM AeBO4YKa Brepsble MocTynunia
B peBmaTonormvyeckoe otgenervve HU3/. B TeyeHne 3 net
3aboneBaHne NpoTeKano C aKTUBHbIM CYCTaBHbIM CUHAPO-
MoM. MauuneHTKe Ha3Havyanu MeToTpekcart, 611oKaTtopbl dak-
Topa Hekposza onyxonn (PHO) «, rMIOKOKOPTUKOUALI per oS
C KpaTKOBPEMEHHbIM MNONOXUTENbHbIM 3ddeKkToM. Yepes
3 roga MaHudecTMpoBal KULLIEYHbIM CUHAPOM, KOTOPbIN
XapaKTepu3oBasiCs BblpaxeHHOW 60J1bi0 B XXMBOTE U KULLIEY-
HbIM KpoBOTeYeHneM. B TeyeHne nocnegytowmx 2 net o60-
CTpeHnss 3abonieBaHWsa COMPOBOXAANUCb JIMXOPAAKOMN,
KUWEYHbIM CUHAPOMOM, MNONWapTPUMTOM. Bbi ycTaHOBNEH
amarHo3: «HecneumM@uyeckuih A3BEHHbIM KOnWT». Tepanua
UHrnoutopamn ®HO (MHPNMKcumab, aganumymab) umena
MOJIOXUTENbHBIN MepBOHaYanbHbli 3PDEKT C pa3BUTUEM
BTOPUYHOM HEIDDEKTUBHOCTH.

B Bo3pacte 10 net npu npoBeaeHnn MOSIEKYNSIPHO-TeHe-
TMYECKOro aHann3a y naumeHTKn naeHTuduumMpoBanm myta-
umto R92Q B roMO3UIroTHOM COCTOSIHMU. [1pn aHanu3e Hacnes-
CTBEHHOr0 aHaMHe3a YCTaHOBM/W, YTO y mMaTepu pebeHKa
Wy OeaywKu no JMHUK MaTepu AMarHoCTMPOBaH KOMKHbIN
ncopuas, y 6pata no nmHum otua — HOWA. MpoBeaeH Nonck
MyTaumu B reHe TNFRSF1A y pOACTBEHHMKOB. Y MaTepu Noa-
TBEPKAEHA Ta XKe MyTaluus B reTepO3UroTHOM COCTOSTHUMN.

PebeHKy 6bin guarHoctupoBaH TRAPS-cMHAPOM M Ha3Ha-
YeHa naToreHeTuyeckas Tepanua 610KaTOpPOM WHTepnew-
KuHa (UJ1) 1B KaHaKMHYymMaboMm B A03e 2 MI/Kr Macchbl Tena
NOAKO}KHO, BbINO/HEHO 2 WMHbLEKLMM Mpenapata € MHTEp-
Banom 8 Hep. lMocne nepBol UHBEKLMU Yy OEBOYKMU MOMHO-
CTblO KYNMPOBaIUCb NIMXOPaAKa, CyCTaBHOW CUHAPOM, 60/b
B MBOTe. Hepes 1 cyT nocne BTOPOWM UHBEKLMMU Y MaLMEHTKM
pPa3BUIOChb aKTUBHOE KULLIEYHOE KPOBOTEYEHME, 0OOCTPEHNE
CYCTaBHOI0 CUHApPOMa; npenapart 6bl1 OTMeHeH. PebeHKky
6bl1 Ha3Ha4vyeH NpeaHU30n0H per os B pose 0,5 Mmr/Kr
Macchbl Tena B CyT, MHUUMUPOBaHa Tepanusa aTaHepLenToMm.
Ha ¢doHe neyeHns 3TaHepLENTOM W T[IOKOKOPTUKOMOAAMMU
per 0S yaanocb yMEHbWWTb YacToTy 060CTpeHuin oo 1 pasa
B rog. B Hacrtosiwee Bpems 060CTPEHUS XapaKTepu3ytoT-
CA pa3BUTMEM BOCMNaseHWs B TOJCTOM KULWKE (MO AaHHbIM
KOMIOHOCKOMWM), KULLEYHOTO KPOBOTEYEHUS (IENKOLIUTO30M
[0 25X109/n, TpomMGoLMTO30M A0 790X10°/n, aHemuei
(remorno6buH 76 r/n), nosbiweHnem CO3 po 67, cbiBO-
POTOYHOM KOHUeHTpauun CPB pgo 134 wmr/n). Jluxopagka
W CyCTaBHOM CMHAPOM He peLeanBupytoT. CTOMKON pemMmuccun
[0OUTLCS He yaaeTcs.

Y 6onbHow J1uy., Bo3pacT 2,5 roaa, 3aboneBaHue aedio-
TupoBano B Bo3pacte 8 mMec (B Aekabpe 2012 r.), korga
6e3 BMAUMbIX MPOBOLMPYIOWMUX NMPUYMH MaHUbeCTMpoBa-
M nuxopagka o 39°C, naTHMCTaa CbiMb, MNPUNYXJI0CTb
KOJIEHHbIX CYCTaBOB; [AEeBOYKa nepectana xoauTb. B aHa-
Nn3ax KPOBU — NENKOUWTO3 [0 2O><109/n, TpomM6oLHK-
103 [0 620X109/n, rMnoxpomHasi aHemus (reMornoGuH

Ta6nuua 5. [lemorpaduyeckas u KIMHUYECKasa xapaKTepmUcTuKa naLmMeHToB ¢ mytaumen R92Q

Moka3arenb 3HauyeHue (n = 8)
[eBo4Ku, abe. 6
Manb4yuku, abe. 2
BoapacT, roabl, Me (25; 75) 9,0(5,0; 13,5)
[nuTtenbHoCTb 3a6oneBaHus, rogsl, Me (25; 75) 4,2 (0,5; 6,0)
BoapacT gebiota 3aboneBanus, rogbl, Me (25; 75) 3,7 (3;10)
[OnuTtenbHOCTb 060CTpeHus, aHKn, Me (25; 75) 14 (8,5; 20,5)
YacToTa o60cTpeHuit B rog, Me (25; 75) 6(2;11)
Yucno nposiBneHuit Ha ogHoro 6onbHoro, Me (25; 75) 7,1(4,8;8,2)
KnM.HM:iiZMZ nfaOHBneHMﬂ: 8 (100%)
pan 8 (100%)
® Cbilb o
® apTpUT/apTpanruu 8 (100%)
® renartocnjeHomeranus 8(100%)
* umdageHonatns 8(100%)
° ronOBHﬁalm 60/b 7(817,5%)
® 60/b B }XNBOTE 6 (75%)
* CceposuT 3(37,5%)
P 1(11%)
® ropaxeHue rnas
C03, mm/4 (N po 20), Me (25; 75) 56 (36; 62)
JlenKoumThbl, ><109/n, Me (25; 75) 17 (11,5; 22)
Tpom6ouuThl, ><109/J1, Me (25; 75) 540 (425; 637,5)
femorno6uH, r/n, Me (25; 75) 104 (92,5; 119)
CPB, mr/n (N po 5), Me (25; 75) 79,5 (43; 100)
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OpuruHanbHas ctaTbf

85 r/n). MNo MecTy KuUTenbCTBa AeBOYKE OblM UCKIHOYEHDI
MHPEKLMOHHbIE MPOLECCHl U OHKOremaTonornyeckme 3abo-
NleBaHuA. Ha3Ha4yeH fjeKkcameTa3oH B J0o3e 16 Mr/cyT BHY-
TpUMbIWeEeYyHo. Ha PpoHe nevyeHuss COCTOSHME YNy4LWIOoCh:
KynupoBanacb uxopagKa, yMeHbliunacb MNPUNyXI0CTb
KONEHHbIX CycTaBOB, Mcyeana CbiMb. [NIIOKOKOPTUKOMAbI
OblNM OTMEHEHbI. Yepe3d 3 cyT nocse OTMEHbl pa3BUINCH
CUHAPOM aKTMBaLMKW MaKkpodaros, NepPUKaApPAUT U Nonunap-
TUKYNSPHbINA CYyCTAaBHOW CUHAPOM C MOParKEHUEM KOMEHHbIX,
rONEeHOCTOMHbIX CYCTAaBOB, MEJIKUX CYyCTaBOB KMCTEN U CTOM,
BO30OHOBMINUCL NOAbEMbI TemnepaTypbl Tena. 1o XKus-
HEHHbIM MOKa3aHWAM LEeBOYKE NPOBOAWNIN BHYTPUBEHHbIE
MHPY3MM npeaHusonoHa B Ao3e 80 Mr B TeyeHue 3 cyr,
3aTeM NPeaHU30/10H Ha3Hauuan B TabneTMpoBaHHOM Gop-
mve B go3e 0,5 Mr/Kr maccol Tena B cyT. Ha ¢oHe neyeHus
NIMXopafka KynupoBanacb, OAHAKO COXPaHANMCb MPUNyX-
N10CTb 1 60Nb B CyCTaBax KMCTEW WM CTOM, AEBOYKA OTKa3bl-
Banacb X04uTb.

MauneHTKa 6blia rocnuTannM3anMpoBaHa B PEBMATONON-
yeckoe otaenexnune HLU3/.

B TeyeHue nocnegyouiero roga 3aboneBaHue MMeNo
KpaWHe arpeccrMBHOE TeveHue: y pebeHKa 3aperncTpupoBa-
HO 8 060CTPEHMI NPOAOIKUTENBHOCTLIO OT 5 CyT 10 2 Mec.
0O60CTpeHns xapaKTepuloBanucb nuxopaakon, numdage-
HonaTtuen, NepukapauvToM, MOAMAPTPUTOM, NENKOLIMTO30M
10 25X102/n, TpomGouuTo30M Ao 550X10°/n, aHemueit
(remorno6uH 63 r/n), NOBbILWEHNEM CbIBOPOTOYHOM KOHLLEH-
Tpaumm CPb — po 50 HopM.

[eBo4yKka nocnegoBaTenbHO fleynnacb METOTPEKCaToOM U
reHHO-UHKEHEPHbIM BMOIOrMYECKMM NpenapaTtoM — WHIU-
6utopom peuentopa WUJT 6 Toumnuzymabom 6e3 CTOMKOro
NONOXWTENbHOIO addeKTa: NMMXxopaaKa KynupoBanack, 0aHa-
KO OTMeYasNiocb peuunaMBMpoBaHne NepuKapanTa, CycTaBHoOM
CUHAPOM MpPOrpeccupoBal, COXpaHANnCb BbiCOKME nabopa-
TOPHblE MOKa3aTeNu akTUBHOCTM.

B Bo3pacTte 1 roga 8 mec (aekabpb 2013 r.) npu npose-
[LEHUN MONEKYNAPHO-TEHETUYECKOrO aHanu3a y NauMeHTKH
Jlw,. 6bina obHapyeHa MyTauus R92Q B retepo3uroTHOM
cocTosAHUK. MNpKn aHann3e HacneaCTBEHHOro aHaMHesa ycTa-
HOBJIEHO, YTO Y MaTeEpPU AEBOYKM C NOAPOCTKOBOro BO3pac-
Ta oTMeyvaloTcs 3nu304bl HECTOMKOW MATHUCTOM 3yAslLen
cbinu 6e3 NMXopagKK, cepo3nTa u apTpuTa, KynupyloLencs
camocTosTenbHo. pu MONEKyNsApPHO-reHETUYECKOM Mcche-
[IOBaHWM Y MaTepu AEBOYKM MOATBEPKAEHA Ta e MyTauus
B reTepO3UroTHOM COCTOSIHUU.

MNMocne noctaHoBKM AuarHo3a TRAPS peBo4yke nocne-
[oBaTeNbHO Ha3HayanuM 3TaHepuent, ajanumMymab, KaHa-
KMHymMab. Bce npenapaTtbl oKa3anucb He3ahOEKTUBHbLI.
Y pebeHKa coxpaHsanucb nuxopaaka ao 39°C, nonvapTtpwur,
BbICOKME NabopaTopHble NMOKa3aTeNn aKTMBHOCTU 60NE3HM.
YMEHbLIEHUS YacTOTbl, MPOAOIKUTENBHOCTU U CTENEHM TAXKeE-
CTM 060CTPEHUI yAaN0oCh AOCTUYb TONbKO NOCNe Ha3Ha4yeHus
rMIOKOKOPTUKOMAOB per 0s B Ao3e 1 Mr/Kr macchl Tena B
CYyT, OAHaAKO MpKW NOMbITKE CHWXXEHWS A03bl NpeaHM30/0Ha
BHOBb PeLMAMBUPOBANN NNXOpaaKa, NepuKapanT U apTpuT.
BocnanuTenbHbIM npouecc yaaBanoCcb KynupoBaTb JMLLb
npu NPUMEHEHUU METUNNPELHMU30/I0HA AN BHYTPUBEHHOIO
BBeaeHns B go3e 10—15 mr/Kr macchl Tena.

YuutbiBas HeadDEKTUBHOCTb ABYX MHIMOGUTOPOB PHO o
M MOHOKNIOHaNbHbIX aHTUTEN K peuenTopam UJ1 6 1 UJT 183,
pebeHKy Obl0 peleHo Ha3Ha4yuTb npenapaT MOHOKIIO-
HanbHbIX aHTUTen K CD20+ B numdountam putyKcumab
B Ago3e 365 Mr/M2 MOBEPXHOCTU Tena B Hed B Teye-
HMe nocnepoBaTeNbHbiX 4 Hed. Ye nocne nepsow
MHPY3UM pPUTYKCMMaba y MauMeHTKM MOMHOCTbIO KyMK-
poBanUCb NUXOpajKa, NepuKapauT; 4Yepe3 2 MeC KOH-
cTaTMpoBaHa pemuccusa apTputa. OgHaKo No-NpexHeMy
COXpaHSIoTCS BbICOKME NaGopaTopHbIe MOKa3aTenn aKTuB-

HocTn — CO3 (22 MM/4) 1 CbIBOPOTOYHAsA KOHLEHTpaums
CPE (68 mr/n).

KnuHn4yecKkas xapaKTepucTmka naumeHTa

CO «CTPYKTYypHOM» MyTaumnen CO6Y B reHe TNFRSF1A

MauneHTKa Mp., Bo3pacT 12 net, 3abonena B Bo3pacTe
10 net (B ceHTa6pe 2012 r.), Korga BnepBble MaHUdECTUPO-
Bana nuxopagka o 39,5°C npogomK1TeNbHOCTbIO A0 2 MEC,
yacTtoTon 4 pasa B rof, a TakKe nosiBunach netydyas natHu-
cTasi cbinb, MMMdageHonaTns, apTpanrun. KnuHmyeckue npm-
3HaKn 60/1e3HN CONPOBOXAANUCh NOBbILIEHWEM nabopaTop-
HbIX MOKa3aTenen BocnaneHus: NnenkounTos (4o 12X 109/n),
CO3 (o 56 MM/4), CbIBOPOTOYHOM KoHUeHTpauun CPB
(8o 3 HopM). Bce KnMHMYeCKne CUMMMITOMbI MOMIHOCTbIO KyMu-
poBanncb Ha GOHE BHYTPMMbILWEYHOIrO BBEAEHNUS NPeaHN30-
noHa. B BodpacTte 12 net (mapt 2014 r.) nauneHTKa rocnuta-
NM3MpoBaHa B peBmaTtonornyeckoe oraenernve HU3/.

Mpn npoBefeHUn MONEKYNSPHO-FEHETUYECKOrO aHa n-
3a Yy OEBOYKM OGHapPYXKUAM «CTPYKTYpHYyto» myTauuio C96Y
reHa TNFRSF1A B reTepo3uMroTHOM COCTOsSIHMU. N3 Hacnea-
CTBEHHOr0 aHaMHe3a M3BECTHO, YTO y OTLa AEeBOYKM B AET-
CTBE OTMEYaluCb HEOAHOKpaTHble 3MNWU30A4bl JMXOPAAKM,
B HacTosllee BpeMs AMarHoctupoBaHa 6o0ne3Hb KpoHa.
MaTb nauneHTKM comaTu4yeckun 3gopoBa. B cembe nmeetcs
BTOpOM pebeHoK, Bo3pacT 4 roga, Habntogaetcs ¢ AMarHo-
30M «bpoHxunanbHas acTmar, ABaxAabl 601e1 MHEBMOHMWEN,
4 paza — 6pPOHXMTOM. Y 6abyLKK NO IMHMK OTLL@ C BO3pacTa
21 roga 2—-3 pasa B rofi permcTpnpoBasm anmM3oabl iMxopas-
KM NPOAOIKMTENBHOCTbLIO OT 2 A0 4 Hel, HabntogaeTcs ¢ Ava-
rHO30M «JIMXxopagKa HesicHOro reHesa». CnyyaeB NoYe4vHoOM
HegocTaTo4HOCTH, AA-aMuIonao3a B CEMbE HE 3aperncTpu-
poBaHoO. YneHam cemMbW MauUMEHTKW Obll MPOBEAEH MOUCK
MyTaunn B reHax TNFRSF1A. Y 6abyliK1 U CecTpbl AEBOYKHM
noarsepxaeHa mytauma C96Y B reTepo3nuroTHOM COCTOSIHUM.

KnnHndeckas xapakTepucTuKa nalumueHTa ¢ paHee

He onucaHHou myTaumen c.792delT B reHe TNFRSF1A

Y naumeHTta K. 3a6oneBaHune aeboTMpoBasno B Bo3pacTte
15 net (B aBrycte 2011 r.), Koraa 6e3 BUAMMbIX NPOBOLMPY-
OLLMX NPUYMH MaHUbECTUPOBaNM rofloBHas 60Mb, cnabocTb,
noBblleHne TeMnepatypbl 40 39°C, apTpanrnn B KONEHHbIX
cycTaBax, nepudepuyeckas numdageHonaTvsa ¢ npemmylle-
CTBEHHbIM YBE/IMYEHMEM Nax0BbIX NMMbOY310B A0 2,5 CM.

ManbyuK rocnuTann3nmpoBaH No MeCTy XuTenbcTBa. Mpu
06CnefoBaHuu: neikouuTo3 (25X10°2/n), TpoM6OLMUTO3
(620%x109/n), aHemusi (reMOrno6UH 88 r/n), NOBbILEHNE
CO3 pgo 80 MM/4, cbiBOpoTO4HOro ypoBHA CPB 90 mr/n.
Peb6eHKy npoBoaufiacb aHTMGaKTepuanbHasa Tepanus Led-
TPUAKCOHOM, CENEMULMHOM, BAHKOMULIMHOM. TMoNoOXHUTENb-
HOW AMHaMWKKW He Habnoaanochb.

Mocne WCKNOYEHNUS MHAEKLMOHHBIX M OHKOMOrMYECKMX
3ab60neBaHU N0 MECTY XUTeNbCTBa OblN YCTAHOBNEH ANArHO3:
«lOHOLWECKNI apTpUT C CUCTEMHbIM Hadanom». [poBeaeHa
nyNnbc-Tepanus MEeTUNPEaHU30I0HOM B [03e 1 r/cyT B Teve-
HWe 3 CYT, Ha3Ha4yeHbl NPeAHM30M0H B Ao3e 1 Mr/Kr macchbl
TeNa B CyT per 0S, HeCTepouaHble MPOTMBOBOCMNAINUTENbHbIE
cpeactBa B BbICOKMX ao3ax (Humecynug 200 wmr). Ha ¢one
npuemMa npeaHuM30/0Ha M HecTepouaHbIX NPOTMBOBOCMANM-
TENbHbIX CPEACTB Yy MafbyMKa KynupoBanuCb JiMXopadKa,
apTpanruu, ronosHas 60/b, yMEHbWMKINCE pa3Mepbl anmda-
TMYECKMX y3/10B. MpK NoOMbITKE YMEHbLUEHUS [03bl HEecTepo-
WAHbIX MPOTMBOBOCMANUTENbHbLIX CPEACTB peLuavBUpOBana
nnxopagKka. KynupoBaTb 060CTPEHME yaanocb TOMbKO Mocne
Ha3Ha4YeHUs1 IOKOKOPTUKOMAOB AN MepopanbHOro npuema
B 103€ 2 MI/KI Macchbl Tefla B CyT, OAHAKO NPW NOMbITKE CHUXe-
HWS A03bl MPEAHM30/10Ha BHOBb PELMANBUPOBANU NNXOpaaKa,
CbliMb, NOSIBUXCH BblpaxkeHHas 60/b B XMBOTe, NuMbageHona-
TUS, HapacTanu cnabocTb M acTeHn3aums. Ha poHe nmuxopaaku



y nauueHTa permcTpupoBau NoBblLEHNE NabopaTopHbIX NOKa-
3aTenen aKTMBHOCTU OONE3HWU: NEeNKOLMUTO3 A0 2O><109/n,
TpoM6OLMTO3 A0 6OO><109/n, nosbiweHne CO3 go 78 mm/4
1 CbIBOPOTOYHOM KOHLUeHTpauun CPB go 92 mr/n. B ananusax
MO4YM — MUKpOremaTtypus 1 npotenHypmsa 1o 1,5 r/cyr.

[na yToyHeHua auarHosa nauumeHT Obll rocnutannsu-
poBaH B peBmatofnornyeckoe otaeneHue HU3[. PebeHky
npoBeAeHO MONEKYNSIPHO-reHeTUYeCKoe nccneloBaHue, no
pesynbraTtaM KOTOPOro MAeHTMGULUMpPOBaHa paHee He Onu-
CaHHasi HoHceHC-MyTaums ¢.792delT B reHe TNFRSF1A.

Mocne o6Hapy*KeHUs MyTauMn NauueHTy 6bi1 Ha3HavyeH
npenapat XMMEpPHbIX MOHOKIOHaNbHbIX aHTUTeN K ®HO «
MHPAMKcMMab B Jo3e 5 Mr/Kr maccbl Tena Ha BBedeHue
no cxeme 0, 2, 6-9 Hea n ganee Kaxable 8 Hed. MNocne nep-
BOM WHOY3MM UHONIMKCMMaba MONHOCTbIO KynupoBaluCb
nuxopagKka, 60nb B XMBOTE, apTpanrMm, HoOpManM3oBaanchb
nabopaTtopHble NoKasaTenn aKkTMBHocTM 6onesHn (COJ,
CPB). Pe6eHoK nonyyaetr MHPIMKCUMAO YKe Ha MnpoTsKe-
HUK 3 NeT: 060CTpeHNIM 3aboeBaHKs He OTMEeYanoch, nllb
[ABYKPaTHO PErncTpMpoBasiv HECTOMKYIO CbiMb Ha TyNOBULLE,
YTO CBSA3bIBAN C YBEIMYEHUEM MHTEPBAJSIOB MEXIY MHDY3N-
amMu nHdnkenmaba ao 10 Hepn (B CBA3M C TEHEHMEM OCTPOM
pecnupaTopHon uHbeKuun). Nocne BO30OGHOBAEHUA UHDY-
3K C YaCTOTOM KaKable 8 Hej CbiNb KynupoBanach.

Oco6eHHocTH Te4yeHus1 CAPS

Y 3 (3,3%) naumenTtoB ¢ cuHapomom CAPS 6binn BbISiB-
NneHbl MyTauuun B reHe NLRP3, He onucaHHble paHee B 6a3ax
fAaHHbIX HGMD w INFEVERS (cMm. Ta6n. 2).

AHanu3 TevyeHns 6one3Hun y naumeHToB ¢ CAPS nokasan,
yTto 2/3 peten 3abonenun B Bo3pacTe A0 1 roaga, B nepsbie
MecsiLbl }M3HK, 1 pe6eHOK — B BO3pacTe 6 neT (cM. Tabn. 3).

Ha MomeHT o6cnefoBaHus ANUMTENbHOCTb 3a60/eBaHKUs
cocTaBuna 2 roga, 1 naumeHT 6onen B Te4eHne 1 mec.

Y BCex naumeHToB 060CTpeHUe 3aboneBaHus conpoBo-
Oanocb MXOPaKON, CbiMblo, apTPUTOM WU/WUNW apTpanrus-
MK, numdaneHonaTMen, renato- U crjieHomMeranunen, 60nbo
B XMBOTE; Yy 1 MaUMEHTKM — MNepuopouTanbHbIM OTEKOM
W ronoBHow 6onblo; y 1 — yBentoM. Ha doHe nuxopagku
y BCcex OO0/bHbIX PErMCTPUPOBAINChL NENKOLMUTO3, TPOMOO-
LUMTO3, aHemus, noBbiweHne COJ 1 CbiIBOPOTOYHOIrO YPOBHS
CPbB (tabn. 6). Cny4yaeB AA-amunongosa 3aperucTpupoBaHo
He 6bIno.

Bce nauueHTbl A0 MONEKynapHO-reHETUYECKOro noa-
TBEPXKAEHUS ayTOBOCNANUTENbHOIO CUHAPOMa Hablohanunch
¢ AMarHo3oMm: «KOHOLWECKUA apTpUT C CUCTEMHBIM HavyanoMm».
AKTMBHas NpoTMBOpPEBMATUYECKas Tepanus npoBoauSiachb
1 naumeHTke (Tabn. 7).

KnuHuyeckas xapaKTepucTrKa nalymneHTa ¢ Mytalumnen

c.796C>T (p.Leu266Phe) B reHe NLRP3

BonbHOM K3. 6oneH ¢ poxaeHusa (aHBapb 2012 r.).
ManbymK poaunacsa OT nepBon 6epeMeHHOCTU, NPOTeKaB-
lwen Ha ¢GOoHe aHeMWuu, KONbMNuTa; OT CPOYHbLIX POAOB
Ha 36-37-1 Hen. Bec pebeHKa MNpu pPoOXAEHWM coOcCTa-
Bun 2630 r, agnvHa Tena 49 cM; OueHKa Mo LlWKane
Anrap — 7/8 6annos. [locne poxaeHus B TedeHue 3 Hepj
Haxoaunca Ha 2-m 3Tane BbIXaXXMBaHWS C AMArHO30M
«HepgoHoweHHOCTb 1-1 cT.». C poXAeHUs Haxoauscs Ha
WCKYCCTBEHHOM BCKapMaMBaHuu. C paHHero Bo3pacTa
OoTMeYanocb OTCTaBaHWe B (PU3MYECKOM WM MCUXOMOTOP-
HOM pa3BuTUU. Bec B Bo3pacTte 1 mec coctasnan 3530 r,
B3 mec —5530r,B6 mMec— 7130Tr,B12mMec — 8930,
B 2 roga — 10 Kr. Pe6eHOK Ha4yan aep»aTb ronoBy B 4 Mec,
cupgetb — B 1 rog 1 mec. K 2,5 rogam mManb4yuK He cToan,
He Xoau, rOBOPW/ Ha YPOBHe neneTa.

C nepBbIX AHEN XWU3HU Yy pebeHKa OBHapYXUAW MNATHU-
CTO-NanynesHylo U ypTUKapHYO 3yasllylo Cbinb. Manbynka

Ta6nuua 6. lemorpaduyeckas 1 KIMHWYECKas xapaKTepUCcTUKa NaLneHToB ¢ cuHapomom CAPS

MoKa3arenb MayuneHT K3. MauuneHTKa KH. MauyuneHt T.
BoapacT, roabl 2,2 6,1 12,3
[AnuTenbHoCTb 3a60/1eBaHUs, rofbl 2 0,1 12
BospacT ge6tota 3aboneBaHus, rogbl 0,1 6 0,3
KNuHWYeCKne NposiBNeHUs:
* JMxopajaka * * *
+ + +
e Cbifb
+ + +
® apTpUT/apTpanruu + + +
e renaTtocnieHomeranus
+ + +
* umdageHonatns
- + +
e ronoBHas 60/b
+ + +
e 60/b B XXNBOTE ) N )
® Cepo3uThbl
+ + -
® ropa)eHue rnas
C093, mm/4 (N go 20) 40 65 130
NeitkoumTbl, X102/n 35 27 14
Tpom6oLMTsl, X102/n 531 620 592
[eMorno6uH, r/n 100 92 112
CPB, mr/n (N po 5) 30 60 57
Ta6nuua 7. lMpoTMBOpeBMaTUYeCKasn Tepanus y naumMeHToB ¢ cuHaApoMoM CAPS Ha MOMEHT NpoBeAeHMs reHeTUYecKoro o6cneaoBaHus
Ne MauuneHt Tepanusa AKTUBHOCTb GONEe3HU
1 MauneHTka KH. Toumnnmsymatb + rMIOKOKOPTUKOUAI Pemuccusa
2 MaumneHT K3. - BblcoKasi akTUBHOCTb
3 NauneHTt T. - BbicOKasi akTUBHOCTb

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 3
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OpuruHanbHas ctaTbf

Ha6nogan neguMaTp, AMETONOT MO MECTY XUTENbCTBA; COCTOS-
HWe pacueHMBaNOCh Kak annepruiyeckas peakuus Ha CMecHu.
OaHako Ha GOHe CMEHbl MUTaHMSA M Ha3HaAYEeHUs OECEHCU-
OUNU3UPYIOLLEN Tepanuu NOOXMUTENLHON AUHAMUKKU OTMe-
4YeHo He Oblo. B Bo3pacte 5 Mec B KIMHWYECKOM aHau-
3e KPOBW NauueHTa BMNepBble OOHapPYXWAWU NENKOLMUTO3
(35X102/51) u aHemuio (remorno6uH 100 r/n). B Bo3pacTe
1 roga 4 mec nosiBMAacb NPuMNyxJ0CTb NPaBOro KOJIEHHO-
ro cyctaBa. bbln Ha3HayYeH HeCTepPOWAHbIM MPOTUBOBOC-
nanuTenbHbIM NpenapaT 6e3 MNONOXUTENbHOW [AUHAMUKM.
B Bospacte 1 roga 8 mMec HayanuCb HEMOTUBUPOBAHHbLIE
nogbeMbl Temnepatypbl Tena go 38,4°C. Manb4yumKk Obin
rOCNUTaNM3nPOBaH MO MECTY KUTENbCTBA. YCTaHOBNEH Auna-
rHO3: «KOBEHWbHbIN MaMonaTM4ecknn aptpum. lMpun obene-
[IOBAHUN B KJIMHUYECKOM U WMMMYHONOMMYECKOM aHanunse
KPOBMW — rMNOXpOMHas aHemus (remornobuH 106 r/n), new-
KoLmTo3 (30X 109/1), Tpom6oLMTO3 (531X 102/0), NoBbiLe-
Hue CO3 go 40 MM/4 1 CbIBOPOTOYHOM KOHLIeHTpauun CPb
(8o 4 HopMm). OpTanbMoNOrom 6bi1 AMarHOCTUPOBaH YBEWT.

B Bospacte 2 net 2 mec (B mapte 2014 r.) nauueHt
BMepBble Gbl1 FOCNUTANM3MPOBaAH B PEBMATO/IOrMYeCcKoe
oTaenenve HU3/ ana BepuduKaunm guarHosa u KoppeKLmm
Tepanuu. lNpK NOCTynneHUn coctosiHue pebeHKa pacLe-
HMBaNOCb KaK Tsxenoe 3a cyeT GebpunbHON NUXOPaAKM,
BblpaxeHHOro 60/1eBOro CHMHAPOMA B KOJMIEHHbIX CycTaBax
N GYHKLUMOHaNbHOW HeJoCTaTOYHOCTH. MNonoxKeHne pebeHKa
6bINO BbIHYKAEHHBLIM, MalbyYMK CaMOCTOSITENIbLHO He CTON,
He xogun. lNpu ocmoTpe obpalany Ha cebd BHUMaHWe
deHOoTUNMYECKME OCOBEHHOCTU: ronoBa ruapouedanbHom
dopMbl, BbicTynatowme nobHole 6yrpbl, 3anaBLiee nepeHo-
cbe. OKPYXKHOCTb rosiIoBbl cocTaBnana 52 cm, naabnupoBsarn-
cs 60blIOW poaHMYOK pa3mepom 0,5X0,5 cm. Y pebeHKa
OTMEYEHbI 3afleprKa NCMXOMOTOPHOIro U GU3n4ecKoro pas-
ButuaA: npu pocte 80 cm (< 3%o, COOTBETCTBOBAN HOpMme
B 1,5 roga) Bec 6bin paBeH 10 Kr (< 3%o, cOOTBETCTBOBAN
HopMe B 1 roa); peyb mManbyuKa Oblna pa3BuTa Ha ypoBHE
neneta; TOHYC MbllwL, AMPPY3HO CHUXKEH. Ha Koxe nuua,
TyNoOBMWaA, Aroaul, KOHEYHOCTEM JIoOKann3oBanacb O6WSIb-
Has CNMBHas NATHUCTO-Nanyne3Has W ypTuKkapHas 3yasiias
CbiNb. Pe6eHKy UCKIIIOUYUIN OHKONOTUYECKUE U UHDEKLIMOH-
Hble npoLeccbl, UMMyHoLebULMTHOE cocTosHMe. Y nauu-
€eHTa 6bln BbIBAEH ABYCTOPOHHWN YBEWT, ABYCTOPOHHAS
TYroyxoctb. [0 AaHHbIM peHTreHorpadun onpeaensinochb
paspactaHve anndu3oB 6e3 NPM3HaKOB KOCTHO-XPALLEBOM
[EeCTpyKUMK. Mo AaHHbIM MarHUTHO-PE30HAHCHOM TOMOrpa-
dun onpepensnace MP-KapTuHa NepUBEHTPUKYISPHON NEN-
Konatuu, cy6atpodmm NO6HO-BUCOYHbIX OTAEN0B FOI0OBHOMO
Mo3ra, BTOpUYHas BEHTPUKYIOMEranns, KUCTa NPOMEIKYTOY-
HOro napyca, KMCTa WULKOBUAHOW XKenesbl.

Ha ocHOBaHWW AaHHbIX aHaMHe3a 3aboneBaHusl, GeHoTH-
MUYECKNX OCOBEHHOCTEN, KIIMHUYECKOM KapTUHbI U PE3YNbTaToB
o6cnefoBaHusa y pebeHKa 6bin 3anofo3peH cuHapom CINCA.

MeTofoM NpPsSIMOro aBTOMaTUYECKOro CEKBEHUPOBaHMSA
OblM UCCNeAOoBaHbl BCE KOAMPYIOWME 3K30HbI WM Mpwuie-
ratouMe WMHTpPOoHHble o6nactu reHoB TNFRSF1A n NLRP3.
B ak30He 4 reHa NLRP3 Obina o6GHapyxeHa MyTauus
C.796C>T (p.Leu266Phe) B reTepO3UroTHOM COCTOSHUMU.

YuuTblBas [OCTOBepPHbIM auarHo3 cuHapoma CINCA,
pebeHKy Ha3Ha4YnIM naToreHeTM4eCKn npenapar — MOHO-
NIoHanbHble aHTutena K U1 1B KaHakuHymab AN NOLKOX-
HOro BBeAeHUs B Ao3e 4 Mr/Kr Macchl Tena Kaxable 8 Hep.
Yepes 1 Hef nocne NepBon MHbEKLIMK MpenapaTa y pebeHKa
MOMTHOCTbIO KYNMWPOBANUCh NMXOPaAKa, KOXHbIA 1 6oneBown
CUHAPOM, YMEHbLUWIUCD KOHTPaKTypbl B CycTaBax, CHU3M-
NMcb nabopaTopHble NoKasaTen akTMBHOCTU 60n1e3Hu: COJ
15 mm/4, CPB 17 mr/n. Yepe3 8 Hen NpaKTUYECKMU MOJTHO-
CTbl0 BOCCTAHOBM/IUCb ABUXKEHUS B MOPAXKEHHbIX CycTaBax,
ManbyMK Hayan camoCTOATENbHO CTOSTb, FOBOPWUTbL MpPO-

CTbl€ C/I0Ba; HOPMann30BaancChb nabopaTopHble NoKal3aTenu
aKTMBHOCTM 60ne3HKn (CO3 n CPE). Yepes 12 Hepn pebeHOK
Hayan XoauTb C NOAAEPKKON, FOBOPUTb NMPOCThbiE dpasbl.

B HacTosiliee Bpemsi pebeHOK nonydyaeT KaHakuHymab
IS NOAKOXHOro BBeAeHWs B Ao3e 4 Mr/Kr maccbl Tena
Karkable 8 Hef B TedeHne 12 mec. O60cTpeHunit 3a6oneBaHus
He oTMme4anocb. ManbyiuMK CaMOCTOATENIbHO XOAuT, 6eraer,
rOBOPUT NpocTble dpasbl. HexxenaTenbHbIX ABEHWUN OT Tepa-
MU HE OTMEYEHO.

KnuHn4yecKkas xapaKTepucTmka naumeHTa ¢ Mmytaumen

¢.2861C>T B reHe NLRP3

MauneHTKa KH. 3a6onena B Bo3pacTe 6 neT (B UOHEe
2013 r.), Koraa MmaHudecTupoBanu nuxopaaKka ao 39°C, cbimnb
no TUMy KpanuBHULbI, apTpanruu, nuMmbageHonaT1s u rena-
TocnneHomeranus. CoctosaHue pebeHKa pacueHMBanochb Kak
TSXKENoe 3a CYeT FeKTUYECKOW NIMXOPafKW, BblparKeHHbIX
apTpanrui. [JeBo4yKa OTKa3blBanacb BCTaBaTb C MOCTENM,
NMOCTOSIHHO MNakana, anneTuT OTCyTCTBOBa.

PebeHKka rocnutanu3npoBannM B pPeBMAaTOSIOrMyecKoe
otaenenve HU3/. Mpn obcnegoBaHUM B KIIMHUYECKOM M
MMMYHO/IOTMYECKOM aHanuM3e KPOoBW 3aperucTpupoBaHbl
nenKoumnTos (65x109/n), nosbilweHne CO3 fo 65 MM/u
M CbIBOPOTOYHOM KOHLeHTpauum CPB go 12 Hopm. Yepes
2 Hed y AEBOYKM Pa3BUINCHL MEPUKAPANT C MPU3HAKaMM TaM-
noHaabl cepala, CUHAPOM aKTUBaLUuKM Makpodaros. 10 Ku3-
HEHHbIM MOKa3aHWAM peGeHKy NpoBefeHa Ny/bc-Tepanus
METWANPEAHU30N0HOM B Ao3e 15 Mr/Kr Macchl Tena, Ha3Ha-
YyeHbl MMIOKOKOPTUKOUALI per oS B A03e 1 Mr/Kr Macchl Tena
B cyT. CocTosiHMe pacLeHeHO KaK ae6toT cuctemHoro HOUA.
Pe6eHKy HasHayeH uHruéutop W1 6 toumnudymad B Ao3e
12 Mr/Kr Maccbl Tena B CyT BHYTPMBEHHO Kakable 2 Hep.
Ha dboHe neyeHuns Tounnmaymabom COCTOSIHUE pebeHKa yyy-
LIMIOCh: KynMpoBaNWCb NMXopajKa, Cepo3uTbl, apTpanruu,
HOpPMann3oBanaucb nabopaTopHble NoKalaTenn aKTMBHOCTH
60ne3Hu.

B nekabpe 2013 I. npu NpoBeAeHUM MONEKYNSPHO-reHe-
TMYECKOro aHanusa y nauueHTKkM KH. Oblna obHapyKeHa
mMyTaums ¢.2861C>T, pacnonoxeHHasa B 3K30He 10 rena
NLRP3, B o6nactu, koaupytowen LRR-gomeH NLRP3-nndbnam-
Macombl. HecMoTpsi Ha oBGHapyXeHue MyTaLun, KoppeKuus
Tepanuu nauueHTKe He npoBoaunacb. B TeyeHne 12 mec
nieyeHns o60oCcTpeHu 3aboneBaHnst He 3aperncTpmpoBaHo,
[103a [IIOKOKOPTUKOMAO0B /1 NepopasbHOro npuema nocre-
NeHHO CHUXeHa o 0,2 Mr/Kr macchbl Tefa B CYT.

KnnHndeckas xapakTepucTmMKa nalmueHTa ¢ paHee

He onucaHHou mytaumein ¢.2173C>A B reHe NLRP3

Pe6eHokK T. 6oneH ¢ Bo3pacTa 3 Mec (€ ceHTabpsa 2001 r.),
Korga nosiBunacb MNATHUCTO-ManynesHas CbifNb Ha Tene.
C 10 mec maHudectupoBana cybdebpuibHas nuxopanka,
c 2 net — ¢bebpunbHasa. ManbynKk Habnogancs no Mecrty
¥UTENbCTBA C AMArHo3oMm «PeuunanBupylollas KpanuBHM-
ua». Mpu nabopatopHoMm o6cnefoBaHWUM — MNOBbIWEHWE
CO3 pgo 130 mMm/4, CbIBOPOTOYHOM KoOHUeHTpauun CPB
0o 12 Hopm. B Bo3pacTte 4 net Manb4ymK NepeHec MeHUHro-
3HUedanuT, nocne 4yero oTMevyanucb anNuUAenTUYecKmue npwm-
CTynbl ¢ YacToTon 1 pa3 B 2 mec. B Bodpacte 11 net nocne
TpaBMbl KOJIEHHOrO CycTaBa Yy MauMeHTa pa3BuCSA OBYCTO-
POHHMI TOHUT. B 3TOM e BO3pacTe y pebGeHKa BnepBble
6bl0 OTMEYEHO CHUXKEHWE Cnyxa, CypAosoromM no MecTy
WTENbCTBA AMArHOCTMPOBaHa HEMPOCEHCOPHAs TYroyxocCTb.

B Bo3pacte 12 neT (B ceHTa6pe 2014 r.) naLmMeHT rocnum-
TanuM3npoBaH B peBmartonorvyeckoe otaenedne HU3/.
Mpn nepsomM noctynneHun obpawanv Ha cebs BHUMaHue
deHoTMNn4yeckne ocobeHHOCTU: rofioBa ruapouedanbHoOn
dopMmbl, BbicTynatouwme nobHble 6yrpbl. Y pebeHKa oTMmeva-
lacb 3ajeprKKa MCMXOMOTOpHOro passutud. lpu nabopa-



TOPHOM 06CNeaoBaHUKU: TUNOXPOMHAsA aHemMus (remMorno-
6uH 112 r/n), neikoumnTo3 (14X109/n), nosbiweHue COI
(40 MM/4) 1 CbIBOPOTOYHOTO YpoBHSA CPB (30 mr/n).

YyuTbiBas AaHHble KIMHWMYECKOM KapTWHbl (TMxopajka,
CbiMb, apTPUT, NOpPaXeHue LLeHTpanbHOW HEPBHOM CUCTEMDI,
HempoceHCcopHas TyroyxocTb), Y NauueHTa 3anoA03peH CUH-
apom CINCA.

MeTogom NpsiMOro aBTOMaTMYECKOro CEKBEHMPOBaHMS
OblIM WMCCcefoBaHbl BCE KOAMPYIOLWIME 3K30HbI U MNpwuie-
ralouwmne MHTPOHHble obnactn reHoB TNFRSF1A v NLRPS3.
BoifiBieHa He onucaHHas paHee HyKNeoTuHas 3aMeHa
€.2173C>A, pacnonoxeHHas B ak30He 5 reHa NLRP3.

Ha OCHOBaHWW KIWHWYECKUX W MONIEKYNSPHO-TEHETH-
YECKMX AaHHbIX pebeHKy MnocTaBieH AuarHos: «CuHapom
CINCA». HasHayeH uHruéutop U1 13 KaHaknuHymab B [o3€e
2 MI/KIF Macchbl Tena Kaxjble 8 Hell NOAKOXHO. Hepes 1 Hef
nocse NepBon UHbEKLUN KaHaKnHymaba y pebeHKa NonHo-
CTblO KYNMMPOBANUCh NTNXOPaAKa, KOXKHbIN U CYCTaBHOW CUH-
APOM, YMEHbLUANCL KOHTPAKTYpbl B CyCcTaBax, CHU3UIUCH
nabopaTopHble NMoKasaTeNn akKTMBHOCTM 60ne3Hn — CO3
(17 Mmm/4) u CPB (12 mr/n). Hepes 24 Hef, NOSIHOCTbLIO BOC-
CTAHOBWJIUCH ABUMKEHUA B NMOPaXKEHHbIX CycTaBax, Cypaono-
rOM OTMEYEHO ynyylleHne cnyxa. INUNenTUYeCKUx NpucTy-
NnoB 3a BpeMs Tepanuu KaHakMHyMabom 3adUKCUMpPOBaHO
He 6blS10.

OBCYXAEHUE

AyToBOCnanuTenbHble CUHAPOMbI 06bEAMHSAIOT B cebe
rpynny 60ne3HeNn, XapaKTepu3yembix MNOBTOPSOLIMMUCS
3NM304amMu CMOHTAHHO BO3HMKalOWEro HeuHPeKUMOHHO-
ro BOCMafieHUs C M3BECTHOM reHeTU4ecKowm npupoaon [1].
O6WwWUMK NpU3HaKaMKn 3TOM rpynnbl 3ab6osieBaHU ABNKIOT-
Ccsl NepuoanyYecKr MNOBTOPAOWMECS 3NUM304bl JIMXOPALKM,
NOMMCUCTEMHOCTb M MOBbILIEHME OCTPODA30BbIX MAapPKEPOB
(CO3, CPBb u ap.). Ana 60nblIMHCTBA ayTOBOCMANUTENbHbIX
CUHOPOMOB XapaKTepeH [e6loT B [eTCKOM Bo3pacTte, A4S
MHOIMX — Ha NepBOM rofy U axke B NepBble HeAeNn KU3HU
[8]. AytoBOocnanuTtefibHble CUMHAPOMbI MMEKT HacneaCTBEH-
HYIO MOHOFEHHYIO MPUPOAY, T.€. Bbl3BaHbl MaTOJIOrMYE€CKOM
MyTaLMen B OAHOM KOHKPETHOM reHe, KoTopas K HacTosle-
My BpemeHu paclwmndpoBaHa. s Kaxkaoro ua ayrosocna-
JIUTESIbHBIX CUHAPOMOB XapaKTepHO npeobnajaHue u code-
TaHWe Tex WKW UHbIX MPU3HAKOoB, BapbUpPyoLWMX MO CTENEHU
BbIPaXXEHHOCTK, YacToTe M xapakTepy TedeHus [9, 10].
[1aTOrHOMOHMWYHbBIM SBASIETCA MPUCYTCTBME BO BPEMSA aTaK
NOBbILEHHOIO YPOBHS MapKepoB ocTpow ¢asbl.

Kak noKasbiBaeT HaKOMIEHHbIN KIMHUYECKUI OnbIT,
60/IbWIMHCTBO ayToBOCMNaNUTE/IbHbIX CUHAPOMOB UKMe-
10T TSKenoe TeYeHMe U Cepbe3HblM MPOorHos. BbiaBneHune
W NleyeHne Takux nauMeHToB npeactaBnser 6onbline Tpya-
HOCTW. [lpuMHUMMIMANbHO HOBbLIM MOAXOAOM K JE€YEeHUIo
B nocnegHee gecatuietne U Ha COBPEMEHHOM aTane cTano
MCMNONb30BAHUE FEHHO-UHKXEHEPHbIX BUONOTMYECKUX areH-
TOB. Mo JaHHbIM psija uccnegoBaTenen, C BbICOKUM YpoB-
HEM [OKa3aTe/lbHOCTU MOXHO MPaKTUYECKU MOJIHOCTbIO
YCTPaHUTb MNPOSIB/IEHUS 3TUX CUHAPOMOB, paHee CyuTaB-
LIMXCS HEKypabeNbHbIMU, BEAYLWMX K MONHON MHBANMAHOCTH
W cMepTu naumeHTa [11-13].

Knaccuyeckumn npumepamu ayToBOCMaNMUTENbHbIX
CUHAPOMOB MOTYT CAYXWTb KPUOMUPUHACCOLUMPOBaHHbIN
nepuoaMyecknum cuHapom (cryopyrin-associated periodic
syndrome, CAPS) 1 nepuoanyeckuin CUHAPOM, accoLMmUpo-
BaHHbIM C MyTaumen reHa-peuentopa PHO (TNF-receptor
associated periodic syndrome, TRAPS).

O6WwnMKn B KNMHKUYeCcKON KapTuHe CAPS, Kpome nuxo-
pagKu, ABNSIOTCA KOXHble, HEBPOJIOrnyeckue, obranbmo-
JIOTMYECKME U CyCTaBHble MPU3HaKKW, KOTOPbIE XapaKTepu-
3yl0TCA paHHMM Ha4vanoM (Kak npaBuio, Ha NepBOM roay

XWU3HM) [8]. JInxopaaKa anmM3oanyeckas, peuuamBupytoLLas
unn nepcuctupyowas. KoxHoln cuHgpom npu CAPS npeg-
cTaBnsieT Co60M YpPTUKApPHbIE BbICbIMAHUSA, NIOKaNU3YIOLWN-
eCsl Ha PasNMYyHbIX ydacTKax Ty/lOBULLA M KOHEYHOCTAX.
HeBponornyeckas cumnTomaTMKa OOYCNOBAEHa nopake-
HUEM LIeHTPasibHOM U NepudpepmnyecKon HEPBHOM CUCTEMDI,
pa3Hoo6pa3Ha No NPOSIBAEHUAM W CTENEHW TAKECTU B 3aBU-
cumocTH oT BapuaHTta CAPS, BapbUpyeT OT rofioBHOW 60/H,
HapyLeHUs cnyxa, NOBbILWEHUS BHYTPUYEPENHOro AaBfieHus
[0 pa3BuTUS MeHuHruta [9]. OdTanbmonornyeckue npu-
3HaKM BKIOYAIOT KOHBIOHKTUBWT, YBEWUT, MHOIAA OTEK AUCKA
3pUTENBHOIO HepBa M ero atpoduto. Kpome Toro, otmeva-
€TCS WMPOKUIM CNEKTP NoparKeHWs CycTaBOB: OT apTpasrumn
[10 TSXKENON apTponaTumM C BOBNEYEHNEM KPYMHbIX CYyCTaBOB,
Yale KOJIEHHbIX, MPUBOASLLMX K rtunepTpodun ¢ gedopmaum-
el cycTaBa M QyHKLMOHAIbHBIM HapyLWEHUSM.

Mpu TRAPS-cvHapome BO3pacT Havyana 3aboneBaHus
BapbUpyeT OT 2 HeA *M3HK Ao 53 net (B cpeaHeM 3 rojaa),
cny4yaun Hadana 3aboneBaHUs BO B3POC/IOM BO3pacTe Hepea-
KW, 4to otnn4yaeT TRAPS oT gpyrnx aytoBocnaauTebHbIX CUH-
APOMOB. ATaKu NMXOPafKN XapaKTepPU3YTCH 3HAaYUTENbHON
NPOAOMIKUTENBbHOCTBIO (0T 1-3 fo 5-6 Hep), pebpunbHoM
NIMXOpagKoKn, CONPOBOXKAAIOWENCH CbIMNbO (3PUTEMATOSHON,
MaKy/fio-nanyne3Hon, KoNbLEeBWOHOW, YPTUKApPHOW), KOHb-
IOHKTUBUTOM, NepnopobuTanbHON 3PUTEMON C OTEKOM (4acTo
OAHOCTOPOHHEW), MHOTAA YBEUTOM, MUANTUAMMK, apTpanrms-
MW, 60NbI0 B XMBOTE. B pekux cnydasax MOXeT oTMeyaTbCs
HE3PO3UBHbIN apTPUT, 3aTparnBatoLLMi, Kak NpaBuio, Kpyn-
Hble CycTaBbl.

TRAPS-cMHApPOM (CeMeiHasi nepuoauyveckas nuxopam-
Ka) — ayTOCOMHO-JOMUHAHTHOE HacneacTBEHHOe 3abone-
BaHuWe, Bbl3blBaeMoe myTaumnsmun B reHe TNFRSF1A, pacno-
JNIO)KEHHOM B XPOMOCOMHOM obnactn 12pl13. feH TNFRSF1A
KOAMPYET OAWH M3 PeuenTopoB NPOBOCMANUTENbHOMO LMUTO-
KnHa PHO «. CornacHo mexkayHapogHon 6a3e INFEVERS,
K HacTosweMmy BpeMeHW onucaHo 6oniee 60 naToOreHHbIX
MyTalLMi, OTBETCTBEHHbIX 3a pas3BuTue TRAPS-cuHapoma.
BONbWWHCTBO M3 HUX SBASIOTCS MUCCEHC-MyTaUUSaIMK,
pacnonoxeHHoiMn B o6nactn reHa TNFRSF1A, Koaupyto-
Len uMCTEUHCOAEPKALUMe BHEKNEeTOoYHble aomeHbl CRD1
n CRD2 peuentopa TNFR1. [aHHble MyTauuu, Ha3bliBae-
Mble TaKXe LMCTEMHCBA3bIBAIOWMMU, OKa3blBalOT BAUSHUE
Ha 6eNKOBYID CTPYKTYpy peLenTopa, NpMBOAS K PSay KOH-
GOpPMaLIMOHHBIX U3BMEHEHW [4].

Cpean M3BECTHbIX MyTauuh OblM OMMCaHbl MWUCCEHC-
mMyTauun P46L n R92Q, KOTopble He 3aTparMBaloT OCTaTKM
LMCTEMHa B MoOfeKyne peuentopa. Npu aTtoM 6610 OTMe-
4YeHOo, YTO Haubosnee 4acTo AaHHble MyTaluu BCTpevanuncb
y NauneHToB ¢ aCMMMNTOMaTUYHbIM TedeHneM 3aboneBaHus
M 3a4acTyld BO3HMKaNW crnopaauvyecku. bonblwoe yucno
paboT 3a nocneaHue rofbl NOCBSALWEHO ONPeAeneHuto pou
TaKux «HedbyHKLMOHaNbHbIX» MyTauui B natoreHe3e TRAPS-
cvHApoma. Ha OCHOBE K/IMHWKO-aHaMHECTMYECKOro aHa-
NM3a, a TaKXe C UCMONb30BaHWEM 3KCMEPUMEHTOB in Vvitro
Ha KIETOYHbIX Moaensx 6blan caenaHbl BblBOAbl O TOM, YTO
Hanbonee Yyactaa MyTauus R92Q BHOCUT CBOW BKNaj B pas-
BuTne TRAPS-cMHapOMa He HanpsiMyto, a B COYeTaHuu ¢ apy-
TMMU TeHeTUYecKMMU daKTopaMu, a Takxke daKTopamu
BHelHen cpeabl [4, 5].

B Hawem nccnegoBaHumn y 10 (14,4%) naumMeHToB ¢ avar-
HOo30M HOUA 6binn 06HapyeHbl MyTaunn B reHe TNFRSF1A,
npueoaswue K pazsutunio TRAPS-cuHgpoma. Mytaumnsa R920Q
BbiiBNieHa y 80% naumeHToB ¢ TRAPS-cMHapOoMOM. [JaHHble
No OTHOCUTENbHOW YacToTe BCTpeYaemMocTn MyTaumm R92Q,
Nofly4YeHHble B HalleM UccnefoBaHMK, COrnacyloTcs ¢ AaH-
HbIMW €BPONENCKUX UCCNeLOoBaHUI, NMPOBEAEHHbIX B rpynne
6051bHbIX TRAPS-CMHAPOMOM, COrlacHO KOTOPbIM OHa BCTpe-
yaetcs ¢ yactotom ot 40 go 70% [4, 5, 14].
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K HacTosilemMy BpeMeHW He CyLecTBYET cUMCTEMaTu3u-
poBaHHOW MHGOPMALIMK O KOPPENALMK FreHOTUN—beHoTUN y
60nbHbIX TRAPS-CcMHAPOMOM, OAHAKO CYLLECTBYET HECKOMIbKO
XapaKTepHbIX 0CO6eHHOCTEN. TaK, HanpumMep, OTMEYEHo, Y4TO
MyTaLuK, 3aTparmBatoLline LUCTEUHOBbLIE OCTATKN B MONEKY-
ne peuentopa TNFR1, ropasgo yauie NpMBOAST K pa3BuUTUIO
CUCTEMHOr0 amunonao3da [15], Toraa Kak MyTauuu ¢ HU3Komn
neHeTpaHTHOCTbIO (R92Q) 06bIYHO BOB/IEYEHDbI B pasBUTUE
XPOHWYECKMX BOCMaNUTENbHbIX MPOLIECCOB, @ MX HOCWUTENM
nmetoT 6onee markoe tedeHme TRAPS-cuHapoma.

B HaweMm wvccnenoBaHWMM YCTAHOB/IEHO, YTO Y MauMeH-
TOB C MyTauuen R92Q oTmedanca paHHU Ae6IoT, YacTble
060CTpeHUS, 6OMbLIOE YUCIO KIMHUYECKUX MPOSBIEHUN
Ha OAHOro 60/IbHOr0 M XOPOLWWA OTBET Ha Pa3HO0Bpa3Hyto
MMMYHOCYMPECCUBHYIO U TEHHO-UHXXEHEPHYKD 6uonorunye-
CKYIO Tepanuio.

Hanbonee tseno npotekan TRAPS-cMHAPOM y NaLMEHTKM
¢ MyTaumern R92Q B roMO3MroTHOM COCTOSIHUM Wy pebeHKa
¢ nebiotom 3aboneBaHust B Bo3pacTte 8 mec. HacTMYHOro KOH-
Tpons Haj 3aboseBaHMEM YyAanocb AOCTUYb TOMLKO MpW Mpw-
MEHEHUW PUTYKCHMaba 1 MMIOKOKOPTUKOWAOB B BbICOKMX [JO3aX.

Y pebeHKa co «CTPYKTypHOM» MyTauuen CO6Y 3abone-
BaHME XapaKTepu30BaloCb CpPeAHEN CTEMEHbIO TAXKECTH,
nos3gHuMm aeb6iotom (B 12 neT), npoTekano 6e3 cepo3nToB
n TpeboBano N1lb 3NU304UYECKOTO MPUMEHEHUSA [IOKO-
KOPTUKOMAOB.

Y nauMeHTa C BHOBb BbISIBIEHHOW HOHCEHC-MyTaluMen
c.792delT 3aboneBaHve Oe6IOTMPOBANO NO3XKEe U MpoTeKa-
110 TsKenee, 4eM y aeten ¢ mytaumen R92Q. KnuHuyeckas
KapTUHa XapaKTepun3oBanacb A/IMTENbHOM FEKTUYECKOM NNXO-
pafKou, BblparKeHHbIM ab40MWHaNbHbIM CUHAPOMOM, MIMMda-
JleHonaTtuen, BbICOKOM ahdEKTUBHOCTbIO MHIMGHUTOpa PHO «.

KpronupuHaccoLunmnpoBaHHbIe NEPUOANYECKNE CUHAPO-
Mbl — Fpynna ayToBocnanuTe/bHbIX CUHAPOMOB, Bbi3blBae-
MbIX MyTaumamu B reHe NLRP3 (CIAS1), koanpytouiem 6enokK
KpunonunpuH/NLRP3/PYPAF1, ABNAIOWMIACA OCHOBHbIM KOM-
noHeHtoM NLRP3-nHpnammacomsl.

[eH NLRP3 pacnofioxeH B XpoOMOCOMHOW obnactn 1q44
M KOAMPYET OAMH M3 JOMEHOB MaKPOMOJMEKY/IIPHOIO KOM-
nnekca NLRP3-uHdpnammacomsbl [16]. U3BeCTHO, 4TO 60sb-
LUMHCTBO OMMUCaHHbIX MyTaLui, MPUBOAALMX K Pas3BUTUIO
KPUOMUPHUHACCOLIMMPOBAHHbIX NMEPUOANYECKMX CUHAPOMOB,
pPacnonoXeHbl BHYTPU WAM B HeMNocpeacTBEHHOW 6aM30-
CcTK oT obnactu, koaupyowen NOD-gomeH NLRP3-uHbnam-
MacoOMbl, KOTOpbIM OTBEYaeT 3a MPOLECChbl €e aKTUBaLUM.
[aHHble MyTauuMyM OKa3blBaloT BMAHME Ha KOHPOpMauu-
OHHYIO CTPYKTYpy anemeHToB NLRP3-vHdnammacombl, 4to
B CBOIO o4yepedb NPUBOAMT K €€ HEKOHTPOSIMPYEMON caMo-
aKTMBaUMK U 3anyCKy Kackaja BOCManeHus ¢ BbiIcBOGOXae-
HWem cBo6oaHoro W1 1. BOonbWKHCTBO MyTauui ABNSIOTCA
MUCCEHC-MYTaLUMSIMW M HacnedylTcs MO ayTOCOMHO-AOMMU-
HaHTHOMY Tuny. OgHako B cnyyae cuHapoma CINCA/NOMID
O6HapyXrBaeTcqd 60/bWON MPOUEHT CropagnuvyecKux myTa-
umMm B reHe NLRP3 [17], a Takxe BCTpedyatoTcs chyvyau
comMaTtmyeckoro mo3auumama [18, 19]. Kpome Toro, B psae
paboT NoKasaHo, YTO MaLMEHTbl C KIMHUYECKOW KapTUHOWM
CINCA/NOMID moryt uMeTb MyTauuu BHe obnacTu reHa
NLRP3, kogupytouern NOD-gomeH NLRP3-uHbnammacomsl,
unu BoobLe B Apyrom reHe (NLRP12) [20].

MocTtaHoBKa AuarHosa CAPS OCHOBbIBaeTCs npexae
BCEro Ha [aHHbIX KIMHWMYECKOW KapTWHbl, B TO BPEMS KaK
BbISIBIEHWE MyTalLMiA, KOTOPble MPUBOAST K Pa3BUTHIO TOWM
mnun nHon dopmbl CAPS, a TakKe Hanbonee nonHas UHOop-
Mauus O UMTOKMHOBOM npodwune, nofsyyeHHas B xoae 6u1o-
XUMUYECKMX UCCefoBaHWM, NO3BONSIOT NPOBOAUTL aHaNus3
GEHOreHOTUNUYECKMX KOpPensauuin y Takux 60/bHbIX. Kpome
TOro, cneayeT Nog4YEPKHYTb, 4TO Haubonee BaXKHbIM 3TanoMm
npv aHanmse GYHKUMOHANbHOW 3HAYUMOCTU HE OMUCAHHbIX

paHee MyTauui SBASIOTCA 3KCMEPUMEHTbI Ha KIETOYHbIX
Mogensx [21]. BmecTe ¢ TeM [gaHHble psiga wccrienoBa-
HWIM MOKa3bIBaAlOT, YTO FEHETUYECKUIN aHaNn3 NoaTBepaaeT
b 30-40% KIIMHUYECKMN YCTAHOBNEHHbIX AnarHo30B [22].

B xoae Hawero nccnenoBaHmsa y 3 naumeHToB (3,3%) 6biun
naeHtTubuunpoBaHbl mytaummn B reHe NLRP3 (cm. Tabn. 2),
paHee He onuncaHHble B 6a3ax AaHHbIXx HGMD n INFEVERS.

Y Bcex MauMeHTOB MpUCYTCTBOBasa NMxopafKa, CbiMb,
apTpanrun, nudageHonaTus, renaTto- M CnaeHoOMeranus,
60/b B XMBOTe, MaHUbecTMpoBaBLIME B Bo3pacTe 1, 3 mec
1 6 NeT, COOTBETCTBEHHO. Y NauneHTKn K3. oTmedancs nepu-
op6uTanbHbIM OTEK M ronoBHas 60nb. CnydyaeB AA-amunou-
[103a 3aperucTpmMpoBaHo He 6bls1o.

Mo pgaHHbIM Silico-aHann3a, NPOBEAEHHOro ¢ MOMOLLbIO
KOMMblOTEPHOW nporpammbl Alamut Visual co BCTPOEHHbIM
moaynem mutation taster (Interactive Biosoftware, ®paHuus),
MyTauuun ¢.2861C>T v ¢.796C>T, ycTaHOBNEHHbIE Y NALUEH-
ToB KH. 1 K3. ABnal0TCA NaToreHHbIMK, Torga Kak naToreH-
HOCTb MyTauuu ¢.2173C>A HeusBecTHa. [1pK 3TOM M3BECT-
Hble MaToreHHble BapuaHTbl B reHe NLRP3 Hu y odHOro
nauneHTa o6Hapy»eHbl HE ObIN.

MyTauua He 6bina BbiiBAEHaA HW y OTUA, HXU Yy MaTepu
nauuneHTa Ka., 4TO roBOpUT O ee BO3HUKHOBEHUW de novo.
MyTauma paHee He onucaHa B 6a3ax JaHHbIX MO MyTauusm
(HGMD, SwissProt 1 ap.), N0 AaHHbIM KOMMbIOTEPHOIO aHa-
nn3a Alamut Visual aBnsetca natoreHHon. B HacToslee Bpe-
MS NMPOBOAMUTCA UCCNEeAOBaHUE KIMHUYECKOM 3HA4YMMOCTH
[aHHOW MyTauuu B UCCNefoBaHUsX in vitro.

Y naumeHTKM KH. o6HapyxeHa mytaumsa ¢.2861C>T, pac-
nonoxeHHas B ak3oHe 10 reHa NLRP3, B o6nacTu, Koaupyto-
wen LRR-gomeH NLRP3-nHdpnammacombl. Ponb LRR-gomeHa
B npouecce camoaktnsauun NLRP3-nHndnammacombl octa-
eTcs He [0 KOoHua u3ydeHHow [23]. MNpeanonoxurenbHo
MyTaumn B obnactv reHa NLRP3, Koaupytoulen LRR-gomeH,
BbI3blBalOT M3MeHeHWe KoHdpopmaLuu nocnegHero, 4ro,
B CBOI o4epedb, NPUBOAMUT K YXYAWEHWUIO WAW MOSHOM
HEBO3MOMXHOCTM ero cBaA3biBaHUA ¢ NOD-gjoMeHOM BHY-
Tpn makpokommiekca NLRP3-vHbnamMmocoMbl M MHULK-
MpyeT camMoaKTMBaLMIO W 3amnycK KacKada BoOcCNaneHus
¢ BbicBOGOaeHWem cBoboaHoro WUJT 1. Mo gaHHbIM silico-
aHanusa, mytauma c.2861C>T MOXET NPUBOAUTbL K pa3Bu-
TUIO OAHOrO M3 KPUOMMUPUHACCOLMMPOBAHHbLIX Mepuoanye-
CKMX CMHAPOMOB.

3AK/TIOYEHUE

Pa3Hoo6pa3une KIMHWYECKUX MPU3HAKOB ayToBOCMau-
Te/bHbIX CMHAPOMOB, OTCYTCTBME B psiAe Cly4aeB reHetu-
YecKM NOATBEPKAEHHOro [MarHo3a Yy MnaLMeHTOB C SpKO
BblPaXKEHHON KJIMHUKO-aHaMHECTUYECKON KapTUHOM 3abo-
JIeBaHUA TOBOPUT O HEOOBXOAMMOCTU pa3paboTKU Moaenwu
[IMarHoCTUYECKOro anroputMa aytoBOCnalIUTENbHbIX CUH-
LPOMOB C Y4ETOM BCEX MMEIOLLMXCA KIMHUKO-aHaMHECTH-
YEeCKUX XapaKTepUCTUK. [pUMeHeHne TeXHONOornu ceKkse-
HWPOBaHMS HOBOMO MOKONEHUS, HamnpaBfeHHOW Ha MOWUCK
MyTaLMi B TapreTHblX reHax y MauuMeHTOB C KIMHUYECKOW
KapTUHOM ayTOBOCMaNWTENbHbIX CUHAPOMOB, a TaKXKe Mpo-
Be[leHNe NONHOIK30MHOI0 CEKBEHUPOBAHWUSA MO3BOJIUT HaM
rnyoexe W3y4YnTb MOJNIEKYNAPHblE MEXaHW3Mbl MnaToreHesa
ayToBOCNannTeNbHbIX CHHAPOMOB W MOJTy4UTb Hanbonee non-
HYIO KapTUHY O BO3MOXHbIX PEHOreHOTUMUYECKUX Koppens-
LMaX B uccnegyemomn BblbopKe 60MbHbIX.

HecmoTps Ha To, 4To 3a60neBaHMsa U3 YyKa3aHHOW rpynnbl
OTHOCATCA K PEAKOM naTofiorMu (4actota BCTpe4aemMocTu
1:1000-1:100000), peanbHbI# WAHC BCTPETUTL NaLMeHTa
C NOA0GHOM 6ONIE3HBIO UMEETCS Y KaXKA0ro NPaKTUKYOLLEro
neauaTtpa, B T.4. B Poccuu.

3HayuTeNbHOE YUCIO ANArHOCTUHECKUX OWMBOK U No3a-
Hero pacno3HaBaHWS YKa3aHHbIX 3aboneBaHui obycnosne-



HO MHOTMMW OGBEKTUBHBLIMU U CYOBEKTUBHBIMU NMPUYUHAMMU,
B T.4Y. HEQOCTaTO4HOW OCBEAOMJIEHHOCTbIO Bpaven-negua-
TpoB 06 3TOM NATONOrMKM U HELOCTYNMHOCTbIO FEHETUHECKOM
[AMArHOCTUKN CUHAPOMOB.

B nocnegHve roabl AOCTUMHYTbI ONpeaeneHHble yecnexu
B W3Y4YEHUM FEeHETMYECKOM OCHOBbI M MaToreHe3a ayToBO-

KOH®JIMKT UHTEPECOB

cnanuTenbHbIX CMHAPOMOB U yCOBEPLUEHCTBOBaHbI nMoaxoabl
K UX ie4eHulto.

OYyeHb BaXHO pacrno3HaBaTb TakUX OOJbHbIX KaK MOX-
HO paHbll€e — Ha NepBOM roay XuW3Hu, ele A0 Pa3BUTUA
HeOGpaTMMbIX U3MEHEHUIN LeHTPaibHON HEPBHOW CUCTEMDI,
N MaKCMMallbHO PaHO Ha4nHaTb Jie4eHune.

E.U. AnekceeBa — nosiydeHne nuccnefoBaTe/lbCKUX rpaHToB OT dapmaleBTU4ecKkux KomnaHuin Roche, Abbott, Pfizer, Bristol-

Myers Squibb, Centocor, Novartis.

K.B. CaBOCTbAAHOB — MOJly4EHWNE NCCNEeA0BaTEIbCKUX FPaHTOB OT dapMaLueBTMYecKon KomnaHum Novartis.

T.B. CnenuoBa — nonyyYeHne UccneaoBaTelbCKUX FPaHToB OT papmaLeBTMYecKon KoMmnaHmu Centocor.

A.A. NywKoB — nonyyeHne nccnefoBaTeNbCKUX rpaHToB oT dapmaLeBTU4eCcKon KomnaHun Novartis.

P.B. leHucoBa — nony4yeHue uccneoBatelbCKMX rpaHToOB OT papMaLeBTUYECKMX KOMNaHui Roche, Centocor, Novartis.

T.M. B3apoBa — nony4yeHue uccneaoBaTe/lbCKUX rpaHToOB OT papMaLeBTUYECKMX KOMNaHui Roche, Pfizer.

K.B. UcaeBa — nosnyyeHune nccneqoBaTe/ibCKMX rpaHToB OT GapmaLeBTUYECKUX KOMMaHui Roche, Novartis.

C.WU. BanueBa — nony4yeHue UccneaoBaTte/lbCKUX rpaHTOB OT GpapMaLLeBTUYECKMX KOMNaHUI Roche, Bristol-Myers Squibb.

A.T. HukutuH, A. B. MaxoMoB — oTCyTCTBHE PUHAHCOBOM NOAAEPIHKKM/KOHDANKTA MHTEPECOB, O KOTOPbLIX HEO6XO0AMMO COOOLLUTb.
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lMocTHaTanbHasA agantauusi BKAOYaeT B Ce651 NepecTponKy MeTaboIM4eCcKUX MpoLeCcCOB HOBOPOXAEHHOr0, HapylieHue
KOTOPbIX MOXET MPUBECTU K AMCOYHKLMM, a B MOCAeayoleM — K pa3BuTuio 6one3Hen. Lienb nccnegoBaHus: n3yqntb
CBS3b LlepebpasibHOM UILEMMU Y JOHOLIEHHbIX AETEH, POXKAEHHbIX MYTEM KEcapeBa CEYEHUS, C TEYEHNEM METab0IMYECKMX
rpoLeccoB B paHHeEM HeoHaTasbHOM nepuoje. MeTogbl: NPoBeAeHO PETPOCMNEKTUBHOE CPaBHUTE/IbHOE UCC/Ie0BaHUE.
O6cnegoBann geTen, POXKAEHHbIX yTeM KecapeBa CeYeHUs], nepeHecLumnx yepebpasibHyto nwemuio (n = 120) n 6e3 TaKoBOH1
(n = 150). KomnnekcHoe obcriefjoBaHUE BKIIKOHaJI0 OLEHKY psila nokasaTesien: KIMHUYEeCKOro, BMOXMMHUYECKOro aHaan3a
KPOBM, KMC/TIOTHO-OCHOBHOIO COCTOSIHMSI, KOHLIEHTPAaLMU HEKOTOPbIX rOPMOHOB. Pe3ynbTaTtbl: y AeTei rnocie Kecapesa
ceyvyeHus ¢ LepebpaslbHON MIeMHENR B paHHEM repuoje ajantaumMm OTMEYEHbl HapyLLEHMs KMCIOTHO-OCHOBHOIO COCTOSI-
Hus (BE 0,3 £ 1,9 mmonb/n; p = 0,038), okeureHaumn Kposu (SaO, 79,7 £ 2,8%; p = 0,001), BbipaxKeHHas naKratemMus
(4,3 £ 1,8 mmonb/n; p = 0,002), npu3HaKu KataboIM4YECKON HanpasB/IEHHOCTU MeTabo/m3ma (rmnonpoTeMHEMMS, MOBbI-
LIEeHME yPOBHS NPOAYKTOB 06MEHa 6EJIKa, BblparKeHHas nepBUYHas noTepsi Macchl Tea). 3HauynuTeIbHble U3MEHEHWUS aKTUB-
HOCTV (EPMEHTOB KPOBH, HapylueHHe O0BMEHa [JII0KO3bl yKa3blBajn Ha HEAOCTaTOYHOCTb SHEPro3aBUCUMbIX MPOLIECCOB.
Ha atom ¢oHe yalje popmupoBanacb runepbuinpybnHeMus, a TakKe ropMoHasbHbIM aucbanaHc. 3akadeHue: Lepe-
6pasibHas Nwemusl, NepeHeceHHas 4eTbMH, POXKAEHHbIMU MyTEM KecapeBa ceYyeHmnsl, CToCOO6CTBYET pa3BHUTHIO METaboIMYe-
CKoM ge3agantaumm. BeisBneHne HapylieHnn MetaboIm4eCcKuxX npoLeccoB B paHHEM HEOHaTalbHOM repuojge Heobxoanmo
/19 CBOEBPEMEHHOIO Havyasla KOPPEKLIMOHHOM Tepanum ¢ LIe/bIo NPeAOTBPaLleH1s pa3BnTusl 3abosieBaHui B 6osee oTja-
JIEHHbIE NEPUO/bI N3HU pebeHKa.

Knro4eBbie cnoBa: HOBOPOXK/EHHbIE, KECAPEBO CEYEHME, LiepebpasibHas nemnsi, MeTabon3m.

(Ana ynTupoBaums: Tymaesa T.C., banbikoBa J1.A. 0CO6EHHOCTM METABOINYECKMX NMPOLIECCOB Y AETEN, POKAEHHbIX NYyTEM
KecapeBa CeYeHus, B paHHeM nepuofe agantauuu: ponb LepebpanbHON Mwemun. Bornpocsl cOBpeMEHHOMN NneanaTpuu.
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Features of Metabolic Processes in Children Born
by Caesarean Section in the Early Adaptation Period:
the Role of Cerebral Ischemia

Background: The postnatal adaptation comprises alteration of metabolic processes of a newborn, the disturbance of which can lead
to dysfunction, and later — to the development of diseases. Objective: Our aim was to study the bond of cerebral ischemia in full-term
children born by Caesarean section with the course of metabolic processes in the early neonatal period. Methods: A retrospective
comparative study was conducted. Children born by Caesarean section, who had cerebral ischemia (n =120) and who didn't have it,
(n = 150) were examined. Complex examination included an assessment of a number of factors: clinical, biochemical blood tests, acid-
base balance, concentration of some hormones. Results: In children after Caesarean section with cerebral ischemia in the early period
of adaptation we noted disturbances of the acid-base balance (BE 0.3 £ 1.9 mmol/I; p = 0.038), blood oxygenation (Sa0, 79.7 + 2.8%;
p =0.001), frank lactataemia (4.3 £ 1.8 mmol/I; p = 0.002), signs of a catabolic orientation of metabolism (hypoproteinemia, increased
protein metabolism products, frank primary loss of body weight). The considerable changes of activity of the blood enzymes, disturbance
of glucose metabolism indicated the lack of energy-dependent processes. Due to this, the hyperbilirubinemia and a hormonal imbalance
were more often formed. Conclusion: Cerebral ischemia in children born by Caesarean section is a reason for the development of a
metabolic disadaptation. The detection of disturbances of metabolic processes in the early neonatal period is necessary for a timely
start of the correctional therapy in order to prevent the development of diseases in more distant periods of a child's life.

Key words: newborn children, caesarean section, cerebral ischemia, metabolism.
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OBOCHOBAHME

OxpaHa 340p0BbS [AETEN KaK HeoTbemsieMasi COCTaB/NA-
lollas rocyaapcTBEHHOW CUMCTEMbI MaTEpPUHCTBA M AeTcTBa
ABNSETCA NPUOPUTETHOW 3adayvel COBPEMEHHOro 34paBo-
oxpaHeHus. Cnoxuslasca B Poccun pemorpaduyeckas
CUTyaumsl, CBA3aHHas C HU3KOM POXKAaeMOCTbiO M BbICOKOM
CMEepPTHOCTbIO HaceneHus, obycnoBneHa, MOMUMO CoLManb-
HO-3KOHOMWYECKUX MPUYUH, 3HAYUTENbHLIM YXYALIEHUEM
COCTOSIHUSI 30POBbS KEHLWMH PEenpoayKTMBHOIO BO3pacTa
[1]. CneacTtBMEM 3TOrO CTano MOBbIWEHWE PUCKA Pa3BUTUSA
OCNOXHEHUN BO Bpems 6epeMeHHOCTU U POAOB, POCT MOPO-
KOB Pa3BWTUS Y HOBOPOXKAEHHbIX, BbICOKAs YacToTa BHYTPH-
YTPOGHOIro MHOULMPOBaHUS, LiepebpanbHbIX NOBPEXAEHUN,
poraeHne GOoNbHbIX U HENOHOLIEHHbIX JETEN, MOBbIWEHWE
noxkasaTesnen MnaLeH4ecKon CMEPTHOCTH [2].

KomnneKcHbIM Noaxoa K BEAEHMIO POAOB C LieNbi0 YMEHb-
LEeHWs NepuHaTanbHbIX MOTEPb MpeaycMaTpuBaeT pacluupe-
HWe MoKa3aHWM K NPOBEAEHMIO KecapeBa CeYEHUSI HE TONIbKO
B MHTEpecax mMaTtepu, HO 1 Byayuiero pebeHka [3]. Hecmotpsa
Ha LUMPOKOE pacrnpoCTpaHEHWE, KecapeBO CevyeHue OTHOCAT
K pa3psfy CMOXHbIX OnepaLmi ¢ BbICOKOW YaCTOTOM OC/IOXHe-
Hu [4]. MNpy 3TOM NpUMEHSEMbIE COBPEMEHHbIE aKyllepCKue
onepaTUBHbIE TEXHONOMMK HE MOTYT NMOMIHOCTbLIO HUBENWPOBAThL
NocnefcTBMS BO3AEVCTBMI NATONOMMYECKMX GaKTOPOB aHTe- U
WHTPaHaTalbHOro Nepuoja Ha HOBOPOXAEHHbIX [5]. Bo3poc-
LW MHTEPEC HEOHATOJ/I0rOB, MeAMaTPOB, BPayYen CMEXHbIX Cre-
LManbHOCTEN K NpobneMaM AeTen, POXAEHHbIX ornepaTBHbIM
nyTemM, CBSI3aH MPeXae BCEro C UCKIIOYEHNEM EeCTECTBEHHOIO
OMomMExaHU3Ma PoAOB W, CnefoBaTeNlbHO, OHTOrEHETUYECKM
3anporpamMmMmUpPOBaHHbIX MPOLECCOB afanTaumu K BHeyTpoo-
HOMY CylecTBOBaHMi0. B cBA3M ¢ 3TMM cnedyeT yyuTbiBaTb,
YTO MOCTHaTaNbHas aganTauus BKIOYaEeT B ce6s NepecTponKy
MeTab0/IMYECKNX MPOLLECCOB HOBOPOX/AEHHOro, HapyleHue
KOTOPbIX MOMET BHa4asne NpuBecTu K ANCOYHKLMM OpraHoB U
CUCTEM, a B NOCNeLyolWeM — K pa3BUTUIO 3a60/1eBaHun [6, 7].

Llenbto HacToALero uccnegoBaHus 6b110 U3YYnTb CBA3b
LepebpanbHOM UIWEMUM Y OOHOLWIEHHbIX AETEN, POXAEHHbIX
nyTem KecapeBa CeYeHusl, C TeHeHnemM MeTaboIM4eCcKMX Npo-
LLeCCOB B paHHEM HeoHaTanbHOM Mepuoae.

METOAbI

[Ou3aiiH uccnegoBaHua

MpoBeaeHO PEeTPOCMNEKTUBHOE CPaBHUTENbHOE Wcche-
JoBaHue. ICTOYHUK JaHHbIX — CTaLMOHapHblEe KapTbl HOBO-
POX/AEHHbIX.

Kputepumu cootBeTcTBUA

Kputepuun BKIIOYEHUS: AOHOLWEHHbIE AETU, POXKAEHHbIE
nyTem KecapeBa Ce4eHund.

KpuTepun ucknoveHns: pogosas TpaBMa, CMHAPOManbHas
naTosorns, NOpPoKM Pas3BUTUS OPraHoOB WM CUCTEM, MHPEKLIK-
OHHble 601e3HN, reMonnuTUYecKas 601€3Hb HOBOPOX/IEHHbIX.

Ycnosus npoBeaeHusa

B nuccnegoBaHuMe BKIOYANN aHHbIE AETEN, MOCTYMUBLLNX
B OTe/NleHne NaToNorMm HOBOPOXAEHHbIX U HEAOHOLIEH-
HbIX AeTel, peaHnmMaLnn U MHTEHCUBHOM Tepanuu, AeTCKoe
oTaeneHme MopaoBCKOro pecny6aMKaHCKOro KIMHUYECKOro
nepuHaTanbHoro ueHtpa (CapaHck).

MpoaonKuTenbHOCTb UCCNefoBaHUS
AHanuaupyembln nepuog — C Hosa6ps 2011 no
nexkabpb 2014 r.

Ucxoabl uccnepoBaHua
M3yyanu OMHaMUKy 3HA4YeHUi psaga nokasaTesiel Kpo-
BW, OTpaawoliMx TeyeHue MeTaboMYecKMX MpoLLeccoB

y neten (KIMHWMYECKUX, BUOXMMUYECKUX, KMUCIOTHO-OCHOB-
HOMO COCTOSIHWSA, OKCUIeHaLMn U COAEPIKaHWS FOPMOHOB).
[lononHWTEeNbHO aHaNM3npoBanu HapyLleHne npoLecca nep-
BOHa4abHOM y6bln Macchl Tena U 3aMed/IEHHbIE TEMIMbI ee
BOCCT@HOBJ/IEHUS Y AETEW MOC/E KecapeBa CeveHus.

MeToabl perucTpauum UCXoaoB

[MarHoCcTmKy 1 OLEHKY CTEMEHM THAKECTU NEePUHATaNbHOMO
NOpaXeHUst LeHTpaNbHOM HEPBHOM CUCTEMbI OCYLLECTBASIN
B COOTBETCTBMM ¢ Knaccudbukaumen nepuHaTanbHbiX nopa-
YEHUN LEeHTpanbHOW M nepudepuyecKorn HepBHOW CUCTe-
Mbl Y HOBOPOXAEHHBIX, COMMAacHO KOTOPOM HEBPONOrMyecKkme
HapyweHus nepuvoga HOBOPOXKAEHHOCTM MoOApPa3aensioT
Ha 4 OCHOBHble rpynnbl B 3aBUCMMOCTU OT BEAYLLErO Mexa-
HM3Ma MNOBPEKAEHMSA: TMMOKCUMYECKME, TpaBMaTUYecKue,
TOKCUKO-MeTabonnM4yeckne U MHOEKLUMOHHbIe. Cpean rMMnoK-
CUYECKM-ULLEMUYECKMX MOBPEKAEHMI MO3ra BblAENSIOT Lepe-
6pasnbHY0 ULIEMUIO U BHYTPUYEPENHbIE KPOBOM3NUAHKS [8].
HeBponornyeckuni cratyc oLeHnBann CUHAPOMONOTUYECKM.

MccnegoBaHue KPOBWM BbIMOMHSAAN B KIIMHWKO-AMArHOCTU-
YyecKon nabopatopun MopAoBCKOro pecnyb/IMKaHCKOro Kiu-
HMYECKOro MepuHaTanbHOrO LEHTPa: KAMHWYECKWUI aHanun3
KpOBM — Ha remartosiornyeckom aHannsatope ABX PENTRA 60
(PpaHumA); BUOXMMUYECKUIA — Ha aBTOMATU4YECKOM aHanu3a-
Tope FURUNO CA-400 (AnoHus); cooepxaHue ropMOHOB onpe-
AensnM MetogoM MMMYHODEPMEHTHOMO aHann3a Ha MWKPO-
nnaHweTtHom doTomeTpe ZENYTH 340 RT (BennkobputaHus);
aHann3 KMUCNoTHO-ocHOBHOro coctosiHus (KOC) 1 rasoB Kpo-
BM — Ha aHanusatope Rapid Lab 1200 (CLLA).

JTHyecKas aKcnepTUsa

lMpoBeaeHne wuccnegoBaHua 6b110 0406peHO JloKanb-
HbIM 3TMYECKMM KOMMUTETOM npu MopAoBCKOM rocyaap-
CcTBEHHOM yHuBepcuTeTe um. H. 1. Orapésa (npotokon N2 53
o7 30.06.2011 r.).

CraTucTtMyecKkui aHanus

Paamep BbI6OPKK NpeaBapuUTeNbHO HE paccyuTbiBascs.
AHanun3 gaHHbIX NPOBOAMIN C UCMOb30BaHMEM NakeTa npo-
rpamm STATISTICA v. 6.0 (StatSoft Inc., CLUA). OnucaHune
KO/IMYECTBEHHbBIX MPU3HAKOB BbIMOJHEHO € MOMOLLbIO
cpegHen apudMeETUY4ECKONM U CTaHAAPTHOrO OTK/IOHEHMUS.
CpaBHUWTENbHbIM aHaNn3 KONMYECTBEHHbIX NEPEMEHHbIX MPO-
n3BeaeH npu nomowm t-Kputepus CTblogeHTa Ans Hesa-
BUCUMbIX Bbl6OPOK. KavyecTBeHHble NMoKasaTenu npeacras-
NieHbl B BUAEe abCOMOTHbIX YyMucen u aonun (B %) ot obuiero
yucna B BbIGOPKE B LLEIOM WM B COOTBETCTBYIOLEN rpynne;
ANS CPaBHEHWS KayeCTBEHHbIX MepPeMEeHHbIX MCMoab30BaH
KpuTepumn X2 MupcoHa. Pasnuuuna cuyntanm CTaTUCTUYECKM
3Ha4YuMMbIMK Npu p < 0,05. s ycTaHOBNEHMS 3aBUCUMOCTH
MeXay M3ydaembiMW MPU3HaAKaMKU MPUMEHSNN KOPPENsaLn-
OHHbIA aHanM3 C WCMNOAb30BaHMEM HemnapameTpPUHeCcKoro
KoadduLUMEHTa paHrosomn Koppensumm CnnpmeHa.

PE3Y/IbTATbHI

Y4yacTHUKK UccnepoBaHUA

MpoaHanuanpoBaHbl pe3ynbTatbl 06¢cnegosaHms 270 go-
HOLUEHHbIX AETEN, POXKAEHHbIX NMyTEM KecapeBa CevYeHus, n3
KoTopbix 120 nepeHecnu uepebpasnbHyto uwemmo n 150 —
6e3 TakoBoW. CpaBHeHWe rpynn nokasano, YTo AeTu Oblnun
COMoCTaBMMbI MO MOy M Becy Npu poxaeHun (tabn. 1).
BmecTte ¢ Tem oueHKa no wkKane Anrap Ha 1-v n 5-n MuH
6blna HWXKe Yy AeTen, nepeHeclimx LepebpanbHylo UWEMUIO,
YTO KOPPENUPOBASO C BblPaXKEHHOCTbIO CUHAPOMA YrHETEHUS
(r = 0,938 n 0,842, cootBercTBEHHO; p = 0,001/0,005).
CTeneHb TAXKECTM UepebpanbHOW UWeMUM Oblia oueHeHa
KaK nerkas B 47 (39%), cpeaHsas — B 50 (42%), Taxenas —
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Ta6nuua 1. KnvHnyecKas xapaKTepucTuKa AeTen, BKIIOYEHHbIX B UccnejoBaHue

[eBo4ku, abce. (%) 61 (51) 63 (42) 0,956
Bec npuv poxageHuu, r 3376,3 £ 523,5 3398,6 + 402,7 0,634
Anrap Ha 1- MuH, 6annbl 71+23 79+0,2 0,002
Anrap Ha 5-i MWH, 6anbl 7,7t15 8,6 £0,5 0,003

lNpumeyvarme. 3aeck 1M B nocneayolwmx tabnuuax: UM — uepebpanbHas UwemMus; NoayKUPHbIM WPUHTOM BblaeneHbl 3HavyeHust p < 0,05.

Ta6nuua 2. [lokasaTenn KUCNOTHO-OCHOBHOIO COCTOSIHUA KPOBM Y AETEN, POXKAEHHbIX NOCPEACTBOM KecapeBa cevyeHus

pH 7,43 £ 0,09 7,38 £0,04 0,882
PaCO,, Mm pT. CT. 34,9+48 39,4+4,2 0,046
Pa0,, Mm pT. CT. 37,1+4,9 44,3 +5,7 0,052
HCO3, mmonb/n 235+34 241 +£27 0,637
BE, mmonb/n -0,3+1,9 -02+1,1 0,038
Sa0,, % 79,728 86,2+32 0,001

Ta6nuua 3. broxMMUYECKHUEe NOKasaTenu KpoBK Y iIeTeN, POXAEHHbIX MOCPELCTBOM KecapeBa CevyeHns

[emorno6wH, r/n 180,5 £ 15,3 190,2 £ 14,4 0,382
O6wui 6enok, r/n 57,2+5,8 58,9+6,3 0,546
AnaHvHamuHoTpaHcdepasa, Ea/n 174 +4,1 21,8+4,9 0,269
AcnapTatamuHoTpaHchepasa, Eq/n 65,1+ 18,6 66,3+ 24,1 0,644
MoueBuWHa, MMONb /N 41+25 29+0,6 0,238
KpeaTnHuH, Mmonb/n 86,2+ 31,4 61,1+5,1 0,027
NakTataernaporeHasa, Ea/n 1284,4 + 436,2 587,3 + 28,0 0,001
KpeatnHdocdokunHasza, Eg/n 629,9 + 269,3 285 + 63,4 0,001
LLlenoyHas docdartaza, Ea/n 386,9+171,5 246,5 + 27,3 0,035
JlakTat, MMoJib/N 43+18 2,1+03 0,002

B 23 (19%) cnyyasax. lpu atom 38 (31,6%) HOBOPOXKAEH-
HbIX C LepebpanbHOM MIEMMUEN HyKAanacb B MPOBEAEHUM
MHTEHCMBHOM Tepanuu W crneuuanbHOM yxode B YCNOBMSX
peaHnmaLuuu.

OCHOBHbIe pe3ynbTaTbl UCCNIEe0BaHUSA

OyeHKa MeTa6o/IM4eCKUX MpoLeccoB

AHaNM3 KMCNOTHO-OCHOBHOMO COCTOSIHMSI MO3BOAWA Bbisi-
BWUTb 6osee Yactoe GopMUpPoBaHNEe MeTaboM4eCKoro aumnao-
3a Yy HOBOPOXAEHHbIX NOC/Ee ONnepaTUBHbIX POAOB C NEPEHECEH-
HOWM LepebpanbHOM uweMnen. [Insa aTon rpynnbl JETEN TaKKe
6blfa XapakTepHa 60/1ee H1U3Kas OKCUreHaums Kposu (Tabn. 2).

CpeaHue 3Ha4YeHUs KOHLLEHTpaL MK reMornobuHa y aetem
B CpaBHMBAEMbIX rpynnax CyWEeCTBEHHO He pasnuyanuchb,
OCTaBasiCb B paMKax AOoMyCTUMbIX npegenos (1abn. 3). MNpu
3TOM nonuuuTemusa Oblna 3apeructpupoBaHa y 12-15%
aeten. MNpu conoctaBUMOM CpeaHeM ypoBHe o6LLero 6enka
B rpynnax pasBuTWe rmMnonpoTeEMHEMUU (CHUKEHNE KOHLLEH-
Tpauuu go 33-43 r/n npu Hopme 45-70 r/n) 3aduKcupo-
BaHO y 11% peten, nepeHecwux LepebpanbHylo UILEMHUIO,
B TO BPEMS KaK y HOBOPOXAEHHbIX B Tpynrne cpaBHEHMUS
[laHHOEe HapylleHWe YCTaHOBNEHO He 6blf10.

O6palwano Ha cebss BHMUMaHWE MOBbILEHUE COAEpPIKa-
HWS MPOAYKTOB 06MeHa 6e/IKOB U aMUHOKMUCNOT (MOYEBHMHbI

W KpeaTMHWHA) Yy [OeTeil C nepeHeceHHoW LepebpanbHom
nwemuen. Mpu 3TOM KOHLIEHTPaLMA KpeaTWHWMHA Koppe-
NMpoBana C BEJMYMHOW MepBOHa4vasbHOM YO6bIIM Macchl
Tena (r = -0,714; p = 0,003). TakKe y 3TUX AeTen 3aperu-
CTPMpOBaHa BbICOKas depMeHTaTUBHas aKTUBHOCTb KPOBMH,
OLleHEHHas MO YPOBHAM fNaKTaTAerMaporeHasbl, KpeaTuH-
dochOoKMHa3bI, Weno4YHon pocdartasbl U NeYeHoUHoro dep-
MeHTa acnaptaTtaMuHoTpaHcdepasbl (cM. Tabn. 3). Cneayet
OTMETUTb, YTO NaKrataumos passuics y 28 (23%) peten
C LepebpanbHON ULEMUER, 8 HEMPOTOKCUYECKUI YPOBEHb
MeTabonuTa 3apeructpuposaH B 5 (4%) cnyvasx.

Ha ¢doHe ycTaHOBNEHHbIX HapyWweHWn BaXKHO 6bIS10 oLe-
HWUTb YPOBEHb MMIOKO3bl B CbIBOPOTKE KPOBW — OCHOBHOMO
3HepreTMyeckoro cyberpata Ans KIEeTOK opraHuMama 4eno-
BeKa. OLeHKa CpeaHNX 3HaAYeHW KOHLeHTpauuKu roKo3bl
B CbIBOPOTKE KPOBM CYWECTBEHHbLIX PasnuyMin B rpynnax
He npoAeMOHCTpMpoBana. MNOrMUMKEMUS (CHUMKEHWE KOH-
LueHTpaumnn o 1,4-2,2 mmMonb/n npu 6e3onacHoM ypoBHe
rIOKO3bl B CbIBOPOTKE KPOBM Y HOBOPOXAEHHbIX AeTeN 6onee
2,6 MmMonb/n) 6bina obHapyxeHa y 27 (23%) n 33 (22%)
feten o6enx rpynn, COOTBETCTBEHHO, TMNEPIIMKEMUS (MOBbI-
WweHue fo 7,1-7,6 MMonb/n Npu 3Ha4YMMOM YypoBHE Gornee
6,5 MMOJIb/ /1 HaTOLLaK) — TONIbKO Y HOBOPOXAEHHbIX C Nnepe-
HEeCEeHHOW LiepebpanbHON Uwemuen (Tabn. 4).




Mpn OLEeHKe HEKOTOpbIX MOKa3aTenel ropMoHasbHOro
cTaTyca y AeTen, U3BNEYEHHbIX OnepaTMBHbLIM MyTeEM U nepe-
HeclWMx LepebpanbHyto UILEMUIO, OGHAPYKEHO CHUMKEHWEe
KOHLIEHTpaLMK KopTM30na, TorAa Kak ypoBEHb TMPEOTPOn-
HOro ropmMoHa M T4 Obl1 CONOCTaBMM C TaKOBbIM Yy AeTen
B rpynne cpaBHeHus (Tabn. b).

Y HOBOPOXAEHHbIX C uUepebpanbHOW UWeMWen nocne
onepaTtMBHOrO  PoAOpa3pelleHns 3aperncTpupoBaHsbl
6onee BbICOKME 3Ha4yeHUs 6a30BOM KOHLIEHTpauuu 6unu-
py6uHa (p = 0,058; Tabn. 6). MnepbunnpybrHemus y geten
C uepebpanbHOM uuemuen GopMupoBanacb 3HaAYUTENbHO
Yalle M xapakTepudoBafacb BbICOKMMM 3HAYEHUSMU KOH-
LleHTpauumn Henpsimoro 6unupybuHa (B npepenax 114,8-
397,4 mMKmonb/n). bonee TOro, y HEKOTOPbIX HOBOPOXK-
[EHHbIX YPOBEHb 6uUAnpybrHa AoCTUran HEMPOTOKCUYECKMX
3Ha4YeHUN. Y [OeTen, POXKAEHHbIX MyTEM KecapeBa ceve-
HUA, HO 6e3 LepebpanbHOM UILEMWUKU, AaHHbIM NOKa3aTelb
He npeBbiwan 300 MKMonb/Nn. Heo6xoAMMO OTMETUTb, YTO
pasBuTME NaTONOMMYECKM BbIPAXKEHHOW rUNepounnpyem-
HEMMWU 4aCTO MPOMCXOAMNO Y AETEN, NO3AHO MPUNOKEHHbIX

K Tpyau, C HefoCTaTO4HbIM TFOPMOHaNibHbIM GOHOM, MpH
noUUUTEMUN, @ TaKKe NPU «CTePUTbHOM» KULLEYHUKE.

[lononHuTenbHbIE pe3ynbTaTbl UCCNIEAO0BAHUSA

AMHaMWYECKMIN KOHTPOMb M3MEHEHUS Macchl Tena npo-
AEeMOHCTpupoBan 6onee AAnUTeNbHbIM NEPUOA NOTEPH NEPBO-
HavanbHOM MaccChl TeNa, a TakXKe 3aTAXKHOM npoLecc ee BOC-
CTaHOBJ/IEHMS Y HOBOPOXAEHHbBIX C LiepebpanbHon nuwemmnen
(tabn. 7). Npu atom y 6(5%) netern aTon rpynmnbl 3aperncTpu-
poBaHa Hanbo/bluas NoTeps NepBoHavya bHOM Macchl Tena,
coctaBmBwana 11-16,5%.

OBCYXAEHMUE

Pe3some OCHOBHOr0 pesynbraTta UcCNefoBaHus

B paHHEeM HeoHaTaNbHOM Mepuoje y AeTei, POKAEHHbIX
nyTeM Kecapesa CeYeHMs W MepeHeclunx LiepebpasnbHyio
UiemMunio, MeTaboNnyecKkne MpPOoLIeCcChl MPOTEKalT ¢ 60/b-
WMM HanpsXeHWeM, 4acTo BbIXOAA 3@ PaMKK dUsnonoruye-
CKUX MOrPaHUYHbIX COCTOSHUI Mepuota HOBOPOMKAEHHOCTH.
McKloYeHne ecTecTBEHHOro npoLiecca PoJoB B COYETaHMU

Ta6nuua 4. CoaepiaHue rioKo3bl B CbIBOPOTKE KPOBH Y IETEN, POXAEHHbIX MOCPEACTBOM KecapeBa CeyeHns

[nioKko3a, Mmmonb/n 3602 32+03 0,635
Mnornukemus:

e < 2,6 MMOnb/n, abe. (%) 27 (23) 33(22) 0,998
® CpefHWUit ypOBEHb, MMOb/N 21+0,3 22+0,3 0,894
Mnepravkemums:

e 6,5 Mmonb/n, abe. (%) 5(4) - 0,047
® CpefHUIN YPOBEHb, MMOJb/N 7,3+£0,3 -

Ta6nuua 5. KoHLEHTpaLWs HEKOTOPbIX FOPMOHOB Yy eTEN, POXAEHHbIX MOCPEACTBOM KecapeBa CeveHus

TupeoTponHbIi ropmoH, ME/mn 3607 43+19 0,486
T4, nmonb/mn 17,1+6,7 151 +4,1 0,528
Koptuzon, monb/n 93,9+83,1 279,6 £ 96,3 0,001

Ta6nuua 6. CogeprkaHve 6UnMpyobuHa y aeTem, poXKAeHHbIX MOCPEACTBOM KecapeBa ceyeHus

BOMPOCbI COBPEMEHHOW NEAWATPUU /2015/ TOM 14/ N¢ 3

1-e CcyT, MKMONb/N:

° 06N 104,8 £ 62,4 77,9 £ 64,0 0,058
* npsiMon 53+23 6,0+26 0,096
® Henpsamow 103,6 £ 61,8 73,6 £55,4 0,063
3-5-e cyT: 06wWmi > 107 mmonb/n, abe. (%) 80 (67) 57 (38) 0,001
MaKcumanbHasi KOHLEHTpaLus, MKMOb/N:

° 06U 213,6 £48,2 205,5 + 56,6 0,634
* npsiMon 6,5+1,9 65+24 0,958
® Henpsamow 207,4+ 47,9 195,1 + 78,6 0,645

Ta6nuua 7. JuHaMrKa n3MeHeHUs NnepBoHavyasbHOW Macchl Tena y AeTer, pPOXKAEHHbIX MOCPEeACTBOM KecapeBa CevyeHuUs

MaKcumasnbHas y6blib Macchbl Tena
CyTKM 47+52 38+34 0,037
Y6binb Macchl, % 64+21 59+16 0,058
BoccTtaHoB/I€eHUE Macchl Tena
CyTKu 9,8+38 74+14 0,025

w
~
~
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OpuruHanbHas ctaTbf

Cc npob6neMaMu aHTe- U MHTPaHaTanbHOro nepuoaa 3Hauu-
TeNIbHO UCKaXKaloT Te4eHne 0OGMEHHbIX NPOLEeCCoB, 3aTPyAHAS
npouecc aganTtalum K BHEYyTPOOGHOMY CyLECTBOBAHMIO, YTO,
B CBOIO O4Yepelb, MOXET Crnoco6CTBOBATb Pa3BUTUIO pas-
NIMYHbIX 3a60neBaHni B 6051ee OTAANEHHbIE MEPUOIbI KUSHM.

0GcyXaeHne OCHOBHOI 0O pe3y/ibTata UcciiefoBaHUs

MocTHaTanbHaa agantauus HOBOPOMKAEHHbIX MPOXOAWT
yepes popmuMpoBaHue psaa TPaH3UTOPHbLIX COCTOSTHUN, UMe-
oKX YETKO onpeaeneHHble pU3nNonornyeckme napameTpsbi,
He oTparkalolmecs Ha COCTOSTHUKU 340pO0BbS AeTen. OQHUM
M3 BaKHeWLWMWX acneKkToB ajantauuu ABASETCS ajeKBaT-
HOe Te4YyeHue MeTaboNMyYecKmx nNpoLeccoB. HanpaBneHHOCTb
M MHTEHCUBHOCTb OKWUC/IUTENbHO-BOCCTAHOBUTENbHbIX peaK-
LMW, NpoLecchbl paclenieHns n cuHTe3a 6enka, rMuMKonus
M OKUC/NEHME YINEBOLOB M KMPOB, aKTMUBHOCTb GEPMEHTOB
W T.4. B 3HA4YMTE/IbHOW Mepe 3aBUCAT OT PUIUKO-XMMUYe-
CKMX MapameTpoB BHYTPEHHEN cpefbl OpraHuama, KoTopble
MHAEKCHPYIOTCH YPOBHEM KMCNOTHO-LLEN0YHOrO PaBHOBECHS
[9]. OcnoxHeHHbIM NepuHaTanbHbI NEepMoa, 0COOEHHO nepe-
HeceHHasi TMNOKCUSA-ULIEMUS, MOXKET CNOCOGCTBOBATL CPbIBY
pe3epBHbIX BO3MOMHOCTEN HE3PENOoro opraHnM3mMa HOBO-
POXAEHHOro, cTaTb OCHOBOW HapylWeHWM KWUCIOTHO-OCHOB-
HOrO COCOTOSIHWMA M MPUBECTU K BO3HMKHOBEHWIO aLuMao3a
unn ankanoza. OgHMM M3 MapKepoB TKAHEBOMW TMMOKCUMK
ABNSeTCA codepxaHue naktata B KpoBu [10]. B Hopme
NPaKTUYECKN BCE KIETKW CNoCOOHbl BblipabaTbiBaTb NakK-
TaT, 0CO6EHHO TKAHW C BbICOKMM YPOBHEM MeTabonu3ma
(KMLWEYHUK, MO3T, CKeNeTHble MbllLbl 1 Ap.), dopmupys ero
HopManbHbit (0,5-2,2 MMONb/N) ypoBeHb B KpoBW. [pu
rTMNOKCUU HapylwaeTcs MeTabonn3m naktata ¢ GopmupoBa-
HWEM NaKTaTeEMUM 3a CYET YBEIMYEHUS a9pPOOBHON UK aHas-
POGHOM NPOAYKLMM NaKTata U CHUKEHUS ero KaupeHca. lNpu
CTOMKOM MNPEBbIWEHUN KOHLEHTPaUUK Naktata 5 MmMonb/n
B COYETaHWUU CO CHUXKEHMEM pPH KpOBH, TMMNOMMMKEMUEN pas-
BMBaeTCH NaKTauuaos, a npu naktatemum 6onee 9 MMOosb/N
peanunayeTcs ero HempoToKcuyeckoe aencrtaume [10].

MNoa BAUSIHUEM NEPEHECEHHON MMMNOKCUM NMPOUCXOANT aKTH-
BaLMs 3puTponoasa ¢ GOpMUPOBaHUEM TPAH3UTOPHOW NOJIKU-
umMtemumn [11]. AMarHOCTUYECKM 3HAYUMbIM SBASETCS KOH-
LeHTpauusa remornobuHa 220 r/n un Bblwe. HeoHaTanbHas
NOMMUMTEMUS B COBOKYMHOCTM C PSAOM APYrMX MPWUYMH yCy-
ryénser v cepAevHyld HeaoCTaTOMHOCTb, M PecnupaTopHble
PacCTPOMCTBa B CBSA3M CO CHUMKEHMEM 3MACTUHYHOCTU NETrKMX,
W rMnepoeunnpyérHemMm1IO 3a CYET NOBbLILEHHOIO pacnaja 3pu-
TPOLMTOB, ¥ CYAOPOXKHbIM CUHAPOM BCEACTBME HEAOCTATOHHOM
nepdysnmn ronfoBHOrO Mo3ra Npu rmMNepBA3KOCTU KPOBM, U ONK-
rYpUIO 3a CHET HapPYLLIEHUS MOYEYHOM reMognHamMuKu [12].

TpaH3uTopHas (duanonornyeckas) runepbunmpybuHe-
MUSI pPa3BMBaETCs Yy BCEX HOBOPOXAEHHbIX B MEPBble AHM
U3HU M MMeEET OnpedeseHHble KPUTEPWUU: KOHUEHTpaLms
6unnupybrHa B CbIBOPOTKE MYyNnOBMHHOM KPOBW COCTaB-
naetr 26—34 MKMONb/N; NPUPOCT AOCTUraeT MaKCMMyma
(oo 103-107 mMKMOnb/n) Ha 3—5-e CyT; yBENUYEHUE coaep-
¥aHus 6unnMpybrHa MAEeT 3a cyeT Henpsmon dpakruunmn [13].
He6naronpuaTHoe TeyeHWe nepuHaTanbHOro nepuoda C
nocneaytowmm dopmMmMpoBaHMEM KaTaboNM4YeCKOW Hampas-
NEHHOCTM OBGMEHHbIX NMPOLLECCOB ABNAETCA OLHOM U3 NPUYMH
GopMMpoBaHUS NATONIOrMYECKOM rnnepbunupyémnHemmun [14].

Tpodonornyeckas HeAOCTaTOMHOCTb, Bblpaxatollasacs
HECOCTOATENbHOCTbIO Pa3NMYHbIX METaboNMYECKMX NpoLIeC-
COB, HaxoAUTCS B TECHOW CBA3K C 3OPEKTUBHOCTLIO 3HEP-
ro3aBucUMbIX npoLeccoB [15]. OCHOBHbIM 3HEPTreTUYECKUM
Cy6CTpPaTOM Y HEPOXKAEHHOro pebeHKa U HOBOPOMKAEHHOIO
aBngeTca rMwokKko3a. OgHa M3 BaXKHENLWNX KOHCTaHT meTabo-
IM3Ma HOBOPOXKAEHHbIX — 0b6ecrneyeHne HOPMOTMKEMMMN.
Kputepnem rvnornMKeMmnn y HOBOPOXKAEHHbIX CYMUTaETCS

YPOBEHb [IOKO3bl B CbIBOPOTKE KPOBU MeHee 2,6 MMOJib/N
B /1IO6bIE CYTKM XKM3HU, TMNEPIIMKEMUN — KOHLIEHTPaLMS
6onee 6,5 MmMonb/n HaToWwak un 6onee 8,9 mmonb/n B to6oe
Bpems. B nccnegoBaHmax, NOCBSAWEHHbLIX OOMEHY TIOKO3bI
Yy HOBOPOXAEHHbIX, YCTAHOBEHbI MOCNEACTBUA TUNOMUKeE-
MWK B BuAe AeduunTa aHeproobecrneyeHmus Mo3ara, KINeTok
KPOBM, MO3roBOro BellecTBa MOYeK C nocneayowmnm Hapy-
LEeHNEM UX YHKLMOHANbHOM aKTMBHOCTH [16].
depMeHTHbIN cTaTyC ABASETCH 0OBbEKTUBHbBIM OTPAXKEHU-
€M M3MEHEHUI, NPOUCXOAALLMX BO BCEM OpraHuame, B T.u.
npu XpoHMYEecKom cTpecce [17], K KOTOPOMYy OTHOCHATCSH
W NnaueHTapHble HapylweHus. Mo coBpeMeHHbIM NpeacTaB-
NeHNaM, NaKTaTaerngporeHasa CyXuT MHANKaTopom nto6o-
ro MOBPEXAEHNS KINETOK, B KOTOPbIX JIOKaNM30BaH GepMeHT,
yKa3blBaeT Ha CABMI NPOLECCOB 3HeProobpa3oBaHus B CTO-
POHY aHa3pPO6HOro MMMKON3a, @ UBMEHEHMS €€ aKTUBHOCTH
CBUAETENbCTBYIOT O BbICOKOW KaTtabO/IMYeCKOM aKTMBHOCTHU
MeTabonmuama [18]. [Joka3aHa BbiCOKas Kapavocneundbuy-
HOCTb KpeaTMHDOCHOKMHA3bI, NaKkTataerngporeHasbl U MUx
[AMarHocTMyeckass 3Ha4MMOCTb MPU TUMOKCUYECKU-ULLIEMMU-
YECKMX MopaxkeHusx MMoKapga. MHayKumus wenovyHon ¢oc-
daTtasbl NPOUCXOANT NPU XPOHUYECKOM CTpecce, yKadbiBaeT
Ha CTUMYNSALMIO CUCTEMBI TMNOPU3—KOpa HaANOYEYHMKOB.
bonblias posb B MexaHn3Max perynsuuu paHHen noct-
HaTaNbHOMW MeTabo/IMYEeCKOM ajanTauuy NPUHAONEXUT rop-
MOHaM. B nepBble 4acbl XW3HW, KOrga MPOUCXOAAT Haubo-
flee 3Ha4yuMMble MPOLECChl B OpraHW3me HOBOPOMKAEHHOrO,
OCHOBHasi pofib OTBOAMTCS FOPMOHaM MaTepu U ropmMoHam
deTonnaueHTapHOro KoMnaeKkca (KopTu30os, KOPTU30H, KOPTH-
KOCTEPOH, 3CTPOreHbl), U UX BbICOKMI YPOBEHb OTPaXKaeT COBO-
KYMHYIO OHTOreHEeTUYeCKM 3anporpaMMUPOBaHHYIO CTPECCOop-
HYIO peaKuUMio Ha Poabl Kak mMaTepu, TaK MU HEPOXKAEHHOro
pebeHKa [12]. MNpu ageKBaTHOM NOCNEPOAOBOM ajanTauuu y
pebeHKa yxe K 3—6-My Y XU3HM Beayllee 3HavyeHue npuoob-
peTaloT aKTMBHO NPOAYyLIMPYEMblE COGCTBEHHbIE FTOPMOHbI, YTO
aBnseTcs GU3MONOrMYECKON TPaH3UTOPHON runepdyHKLUMEN
enesa BHYTPEHHeN cekpeuuun. KopTuaon yckopsieT npouecc
rMIOKOHEOreHe3a M HaKOMIEeHUs [NIMKoreHa B nevyeHu [19].
TupeonaHble rOPMOHbI 06ecneyYnBatoT MocieaoBaTelbHOCTb
npoueccoB GOPMUPOBaHUSA, CO3peBaHUA U QYHKLIMOHMPOBA-
HWS FONOBHOMO MO3ra. HeratnBHble haKTopbl aHTe- U MHTPaHa-
TanbHOro nepuoaa MoryT NPMBOAUTL K CPbIBY FOPMOHANbHOM
B3aMMOCBSI3NM MaTb—HEPOXKAEHHbIN PeGEHOK—HOBOPOXAEH-
HbI C Pa3BMTMEM MATONOIMYECKUX COCTOSIHWMM, CBSA3aHHbIX
C HapylleHneM QYHKLMK Kenes BHyTpeHHen cekpeuun [20].
MHTerpanbHblM MNoKasaTeneM afeKBaTHO MPOTEKAOLLMX
MeTaboIMYECKMX MPOLLECCOB PaHHEro nepuofa agantauuu
SBASETCS NOTeps NepBOHaYyanbHOM Macchbl Tena, BO3HWKa-
lolwaa Bcneactene GU3MONOrMYECKOro rofiogaHus (aepuumt
MOJIOKa M BOfbl) B NepPBbIe AHU XN3HU [6, 15]. MakcumanbHas
y6bifib Maccbl 06bIYHO HabaaeTcs Ha 3—5-e cyT 1 Mpu ONTuU-
MasbHbIX YCNOBUAX BCKAPMANBAHUS U BbIXaKMBaHWUS y 340PO-
BbIX HOBOPOX/JEHHbIX He npeBbiwaeT 6—-10%; BoccTaHOBNE-
HWe nepBOHayvaabHOM Macchl HacTynaeT K 6—10-M cyT. NoTeps
Macchl Tena 6onee 10% cBuAETENLCTBYET O NpeobnagaHunu
KaTabo/IM4eCKMX NPoLEecCoB. BbipaxeHHOCTb KaTabomn4yecKnx
NMpPOLLECCOB, KPOME Nporpeccupytoliern notepu Macchl Tena,
WMHOEKCUPYETCA YpOBHEM 06LLero 6efika KpoBW, pasBUTUEM
rMNONpPoOTEMHEMMK, HAKOMIEHNEM MPOAYKTOB 06MeHa 6enKoB
N aMUHOKMCNOT (MOYEBUHbI, KpeaTUHUHA). [laHHble HapylweHus
Yy HOBOPOXKAEHHbIX CBA3bIBAIOT C peann3aumen rioKoHeoreHe-
3a B YC0BUSAX MOCTTMMNOKCMYECKOr0 3HeprogedumLmTa C LeNbo
obecneyeHnss nuTaTeNlbHbIMKM BELLECTBAMMU U 3HEPruen pas-
BMBAIOLWMICS OpPraHM3M B YCMOBMSAX HaMPSKEHHOMO TeYeHus
nepuvoja agantauuu K HOBbIM YCIOBUSIM CyLLLECTBOBaHMUS [16].
[Mpy BCEM MHOroo6pas3nu Hay4dHblX MCCNeaOoBaHuUM,
NoCBAWEHHbIX Npob6femMam nepuHaTanbHOro nepuoaa,



OCTaeTcs HeaoCTaTOYHO M3YYEHHbIM CTaTyC HOBOPOXK-
AEHHbIX, U3BNEYEHHbIX ONepaTuBHbIM MyTem. Pe3ynbrathbl
Hallero uccnefoBaHUs NO3BONMAN YCTAHOBUTb P Hapy-
LEeHMK MeTaboNIMYEeCKUX NPOoLECCOoB y AeTel nocne Keca-
peBa ce4vyeHusi, 0COOEHHO Yy MepeHecwunx uepebpanbHyo
nwemuio. HapyweHus BKAOYaNW M3MEHEHUS KUCNOTHO-
OCHOBHOIO COCTOSIHUSI KPOBW, YPOBEHb €€ OKCUreHal UK.
Ha atom ¢oHe o6HapyKeHbl M3MEeHEeHWs OUOXUMUYe-
CKMX MoKasaTenem KpoBM, OTpaxKalolwme WMHTEHCUMBHOCTb
pasnu4yHbiX BMOOB O6MeHa B opraHuame pebeHKa.
M3MeHeHHbIM OKasancs GEepMEHTHbIM M TOPMOHaNbHbIN
cTaTyC HOBOPOXAEHHbIX. Kpome Toro, y AeTeun, poXKAaeH-
HbIX MOCPEACTBOM KecapeBa Ce4vYeHusi, 0COGEHHO nocne
rnepeHeceHHOW LepebpanbHOW UWeMuK, vaue GopMUu-
poBanacb naktatemus. TpopONormyeckum crtaTyc TaKux
[eTen xapaKTepusoBascs 3Ha4YnTeNbHOM KaTabonmyeckomn
HanpaBfEHHOCTbIO OGMEHHbIX MPOLECCOB, O YEM CBU-
AeTenbCTBOBaNa BbIPAXKEHHOCTb WM MPOAOMIKMTENBHOCTb
noTepu nepeBoHavyaNbHOW Macchl Tena, Yactota rMnonpo-
TEMHEMMWU, BbICOKUIM YPOBEHb MPOAYKTOB O0O6MeHa 6enKa.
HeckonbKo vauwe dopmmpoBanacb runepbunmpyonHemms.
Bbicokass ¢pepmMeHTHass aKTMBHOCTb KPOBM (NaKTaTaerwu-
aporeHasbl, Weno4yHon docdartasbl), YacToTa M CTENeHb
BbIPaYEHHOCTU TMMNOrMMKEMUM NOATBEPKAANM 6onee 3Ha-
YUTENbHOE HapylleHWe 3HEepPro3aBMCUMbIX MUTOXOHAPHU-
anbHbIX NMPOLECCOB CO CABUIOM B CTOPOHY aHa3po6HOro
OKMCNeHUs. HegocTato4yHOCTb FOPMOHaNbHOMO 3BEHA pery-
N9UMK, OOHOW M3 MPUYUH KOTOPOW SBASETCH BbIK/IOYeE-
HWe ecTecTBEHHOro 6MomexaHn3ma pooB, NOATBEPKAEHA
3HAYUTENbHLIM CHUXEHWEM KOHLEHTpaLUKM KopTulona,
TUPEOTPOMHOIO FOPMOHa.

KOH®JIMKT UHTEPECOB

OrpaHU4eHus uccnefgoBaHusa

MpoaHannanMpoBaHHble OCOGEHHOCTU METaBOIUYECKUX
NpoLeccoB y AeTei Mocne KecapeBa CeYeHUs ABNSAITCH
JIMWb YacTbio CMIOXHOrO Mpouecca ajanTauMu Ha 3Tane
nocTHaTa/lbHOro nNepuoa pa3BuTUS pebeHKa, KOToPbIN Tpe-
6yeT 6051ee NoAPOBHOro M3y4eHUs B KOHTEKCTE B3aMMOCBS-
3el HEBPOJIOrMYECKOr0, FreMOAMHAMUYECKOro, MeTabonunye-
CKOro M Apyrvx 3BeHbLEB aflanTallMK KakK COXHOro npolecca
COXpaHeHUsi romeocTasa.

3AKJ/TIOMEHME

BnusiHue Ha HepoXAeHHOro peGeHKa MHOroo6pasHbIX
HeraTuMBHbIX GaKTOPOB B pa3fMyHble MepUoabl pPasBUTUA
MMEeET HEOJHO3HAaYHbIe NOCNEACTBUS 11 HOBOPOXKAEHHOTO.
CoxpaHeHve MeTabonMyYecKoro romeocrasa, fBASIolWerocs
Ba)XHOM cocTaBfsiolen nepuoaa nocTHaTasbHOM aganTa-
LM HOBOPOX/EHHbIX 1 XapaKTePU3YIOLLErO YPOBEHb OCHOB-
HbIX GUOXMMUYECKHMX NMPOLIECCOB B OPraHn3mMe, HOCUT Gonee
HanNPAXeHHbIV XapaKTep y IeTEN, POXKAEHHbIX MyTEM Kecape-
Ba CeYeHus1, B 0COBEHHOCTH Yy TEX, KTO NepeHec Liepebparb-
HylO MllemMKio. YcTaHOBNEHO GOpMUpPOBaHUE psiga naToso-
TMYECKUX COCTOSIHWUI (pa3BUTHE METABO/IMYECKOro aumao3a
N TKAHEBOMW TMMOKCUWU, MOAUUMTEMMUU, TUMOMNPOTEUHEMMMU,
TUNOMIUKEMUK, TUNEPOUNUPYOUHEMUM, UBMEHEHWE AKTUB-
HOCTM 3HEpro3aBUCUMbIX GEPMEHTOB, HapylleHWEe FopMOo-
HaNbHOro cTaTtyca), 4T0, HECOMHEHHO, HEraTUBHO B/IMUSIET Ha
npoLecc noctHatanbHOM agantauuu. KomnnekcHoe ob6cene-
[lOBaHWe [eTel Trpynnbl MOBbILEHHOIO PWCKa MO3BOIUT
CBOEBPEMEHHO MPOBECTU ANEKBATHYID KOPPEKLIMIO Hapy-
WEHHbIX GYHKLMIA, YTO NpenoTBpaTUT pa3BuTUe 3abonesa-
HWI B 6onee OTAaNEHHbIE NEPUOabl KUIHMU.

ABTOpbI AaHHOW CTaTbW MOATBEPAUAN OTCYTCTBME GUHAHCOBOW NOAAEPHKKN/KOHDIMKTA MHTEPECOB, O KOTOPbIX HEOBXOAMMO

COOOLNTb.
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B cratbe o6cyaaeTcs noHATUE QYHKLMOHabHOro 3arnopa B COOTBETCTBMM ¢ PUMCKUMU Kputepusamu I, [apu CKumM KOHCEH-
cycom u npeanoxeHusammu CeBepoaMepUKaHCKOro obLyecTBa AETCKMUX racTPOIHTePO/IOroB, HyTPULMOIOroB M renatosioros
(NASPGHAN). lNpeactaBnieHbl AaHHbIE O PaCPOCTPaHEHHOCTH QYHKLIMOHA bHbIX 3aropoB y AeTek, KOTopPble CyL|eCTBEHHO
pa3snuyaroTes y oTaesbHbIX aBTopoB (0T 0,7 Ao 29,6% npu cpeaHem nokasaresne 8,9%). yHKLMOHabHbINM 3anop PeErucTpupyoT
Y AeTel Bcex BO3PaCTHbIX rpyrnn — OT HOBOPOXKAEHHbIX A0 NOAPOCTKOB. TAXKECTb €r0 MOXKET BapbMpPOBaTh OT JIEMKUX A0 TxkKe-
JbIX popm. TonbKo B 1,6% cry4aeB Mpu4MHON 3anopa OKa3blBaeTCs OpraHuMyecKasi natosiorus, B OCTasbHbIX Clydasx Hapy-
LeHUs gepeKalmm HOCAT QYHKLMOHalIbHbIM XxapaKTep. B cTtatbe obcyxaaroTcs GaKTopbl pUCKa pa3BUTHS 3ariopoB y AETeH,
onucaH aaroputM anpdepeHLUnanbHoNn AMarHOCTUKM XPOHUYECKOro 3anopa u 6one3nu MplnpyHra. OCHOBHas Lie/ib e4eHmns
3aropoB y AeTel — BOCCTaHOB/IEHME KOHCUCTEHLMMU KULLEYHOIrO COAEPKMMOIrO M CKOPOCTU TPaH3uUTa ero o TOJCTON KMLU-
Ke. Anroputm BedeHus: pebeHKa paHHero Bo3pacta ¢ QYHKLUMOHaIbHbIMM 3arnopamMu npeaycMaTpmMBaeT, B NepBylo o4epessb,
KOPPEKUMIO NMUTaHns pebeHKa m MpoBEeAEHNE PEXMMHbBIX MEPOMPUATII, BKIOYaKLMX BbIpabOTKy pedreKkca Ha edeKaLumio.
MeaukameHTO3Has Tepanus nogpasymeBaeT Ha3HavyeHue nepopasbHbIX CabuTebHbIX, MPUMEHEHUE CPEACTB, CTUMYINPYIO-
LYMX MOTOPUKY IKEYA0YHO-KMLUEYHOrO TpaKTa. B neanatpmu npeanoyYTeHme oT4atoT nepopasbHbIM caabuTebHbIM npenaparam
C OCMOTMYECKUM MeXaHU3MOM [EeNCTBUSA, B YACTHOCTU MOJNITUAEHITIMKOIIO — BbICOKOMOJIEKYASIPHOMY M0IMMEPY, KOTOPbIN
yBennymBaeT 06beM, pa3MsryaeT KULIEYHOE COAEepXKMMOe 3a cyeT 06pal30BaHusi [OMNOHWUTENbHbIX BOAOPOAHbLIX CBSA3€EM
C MosieKynamum BoAbl M 0MOCPEAOBaHHO OKa3bIBaeT CTUMYUPYIOLLEE AENCTBUE HA NEPUCTaNIbTUKY KULLEYHMKA.

Knro4yeBble cnoBa: aKT fepeKaumnm, eTn, QYHKLUNOHaIbHbIE 3aropbl, PacnpoCcTpaHeHHOCTb, 1e4eHne, OCMOTUYECKOE Crla-
ouTesbHoe.

(Ana umtnpoBaHmnsa: 3axaposa WN.H., CyraH H.T., MawkoBa W.[., bepexHasa WN.B., KonobawkuHa .M. 3anopbl y geten:
B NomoLLb neauatpy. Borpockl coBpemeHHon negnatpmm. 2015; 14 (3): 380-386. doi: 10.15690/vsp.v14i3.1374)

BBEJAEHME 6one3HeHHble aedeKaumn, Tpeodylollne HaTyKUBaHUS,

B peanusdaumn pasnuyHbiX QYHKLKUA TONCTOW KMLIKK
Hanbosbliee 3HaYeHME UrPaeT ee MOTOPHAs AEATENbHOCTb,
KOoTopas PeryiMpyeTcss CMOMHbIMU HEMporymopanbHbIMM
MexaHu3amamu. CornacHo onpegenenunto W.G. Thompson,
ans 3anopa (oT nat. constipatio) XxapaKTepHo yBennyeHue
MHTEPBANIOB MeXy aKTamu gedexauuu no cpaBHEHMUIO
C UHAMBMAYaNbHOM GU3MONOTMYECKOW HOPMOW, a TaKxKe

COMpPOBOXAaeMble 4HyBCTBOM HEMONHOMO OMOPOXKHEHUSA
KuleyHuKa [1].

OAUATHOCTUYECKUE KPUTEPUMU

CornacHo Pumckum Kputepuam Il, ana dyHKUMOHaNb-
HbIX 3aMopPoOB y AeTew LOMKHO OblTb XapaKTepHO Hanunyune
Nno KparHen Mepe XeCTKOro, MI0THOro cTyna 2 Win MeHee

I.N. Zakharova?, N.G Sugyan®' 2, I.D. Maykova3, L.V. Berezhnaya?, I.M. Kolobashkina?
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Constipation in Children: Assisting Paediatricians

The article focuses on the definition of functional constipation in accordance with the Rome Il diagnostic criteria, the Prague consensus
and suggestions offered by the North American Society for Pediatric Gastroenterology, Hepatology and Nutrition (NASPGHAN). It
presents data on functional constipation occurrence in children, which differ greatly between some authors (ranging from 0.7 to 29.6%,
average occurrence being 8.9%). Functional constipation is detected in children of all age groups — from infants through teenagers.
Severity varies from light to nasty. Only 1.6% of all cases occur due to organic disorders, while the rest are purely functional. The article
describes risk factors for juvenile constipation and an algorithm for differential diagnosis of chronic constipation and Hirschprung’s
disease. The main goal of treatment is to re-establish the normal density of the content of the intestines and speed up colonic transit.
The algorithm of recording infants suffering functional constipation requires, first and foremost, correct nutrition and regular activities
aimed at stimulating the exoneration reflex. Drug therapy includes administering peroral laxatives and other medicines to stimulate
bowel movement. Pediatrics inclines toward using osmotic peroral drugs, particularly polyetilenglicol — a high-molecular polymer,
which increases the volume of and softens the content of the bowels through building extra hydrogen bonds with the molecules of water
and indirectly stimulates bowel movement.

Key words: bowel movement, children, functional constipations, occurrence, treatment, osmotic laxative.
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pa3 B Hej B TeYeHWe 2 Hep Npu OTCYTCTBMU CBUAETENLCTB

3HAOKPUHHOW, OPraHU4YecKon NaTofiorMmM WamM metabonunye-

CKoro 3abonesaHus [2, 3]. CeBepoaMepuKaHCKOe 06LWecTBO

LETCKMUX raCTPO3IHTEPOIOrOB, HYTPULMONOIOB U renaTonoros

(NASPGHAN) xapaKTepu3yeT 3anop KaK 3adepyKKy cTyna

WUnu 3atpyaHeHve gedexkaunn B TeyeHue nocnegHux 2 Heq

n 6onee [4]. B cootBeTcTBUU C PUMCKMMU KpuTtepusamu lll,

pasgenvBwWUMK aeTen ¢ GYHKLUMOHaNbHbIMKM 3anopamMu

Ha 2 rpynnbl B 3aBUCMMOCTM OT BO3pacTa, Y AeTen A0 YeTbl-

pexseTHero Bo3pacTa [A0/KHbl MPUCYTCTBOBATb MO KpanHewn

Mepe 2 KpUTepusa NpoAoIKUTENBHOCTLIO A0 1 Mec, B TO Bpe-

M$Sl Kak y nauueHToB cTapue 4 ner Heo6XxoauMo Hannyune

2 KpUTEPMEB NPOAOSIKUTENBHOCTBIO MO KpanHen mepe 2 Mec

[5]. Cpean Hux:

e MeHee 2 gedpeKalunn B Heg;

e 1 3nM304 HeAepXKaHUs Kana B Hep nocne npuobpereHus
TyaneTHbIX HaBbIKOB (4715 ageTten mnagwe 4 ner);

° repuoabl ANUTENbHOM 3adEPKKM CTy/la B aHaMHe3se (415
neten oo 4 net) v cnyvaum caepxKmBaHua npouecca gede-
Kauwuu (ons geten ctapwe 4 ner);

e (GoNe3HeHHble gedeKauun W/UNKM Hanuyve TBepAablX,
MAOTHbIX PpeKanuniu;

® Hanuyune 60/blIOro KonnyectBa deKanbHbIX Macc B nps-
MOW KULLKE;

® yKasaHus Ha NPUCYTCTBME B aHaMHe3e cTyfna 601bloro
anamertpa.

BO3MOXHO Hanuyue y nauueHTa COMyTCTBYIOWMX CUM-
NTOMOB, TaKWX KaK pas3gparKUTeNbHOCTb, CHUXKEHWE anne-
TUTa U/WAN paHHEee HacbllWeHMe, CNOCOBHbIX KynupoBaTbes
cpasy nocse OnopoXKHEHUS KUleYHUKa. [N geten craplue
4 neT npu NocTaHOBKE AnarHo3a GyHKLMOHaNbHOro 3anopa
HEeO6X0AMMO UCKOYWUTL CUHAPOM Pa3aparKeHHOro Kuuey-
HUKa [6]. B Pumckux Kputepwmsax lll nepecmoTpa onucaHa
MAafeHYecKas ANCXe3uns KaKk nposieieHne GyHKUUOHaNbHbIX
paccTponcts gedeKauum y mnageHueB. [ucxe3us xapak-
TepHa Anga geten Mmnajle 6 Mec n NposiBAseTcs anM3ogamu
HaNpsXeHUsl, KpMKa M nnada nepes OTXOXKAEHUEM MSATKMX
KanoBbIX Macc NpoAoIKUTENbHOCTbIO HE MeHee 10 muH [5].

lMapuMKCKUIM KOHCEHCYC MO 3anopam y AeTen npeanara-
€T BK/0YUTb B KPUTEPMKU 3anopa 2 nam 6onee cUMMNTOMOB

Ha npoTtsxeHun 8 Hep [7]:

e nedeKauumsa pexe 3 pas/Hen;

® HeKOoHTponupyemas gedeKaums vaule 1 pasa/Hepq;

®  60/blLOM 06bEM KanoBbiX Macc, TPEBYOLWMIN HEOAHOKPAT-
HOIO OMOPOXKHEHWUS CMbIBHOIO 6a4Ka;

® nanbnupyemble KasaoBble Maccbl B TOACTOM WM NPsSMOMn
KULWKeE;

e cTpeMneHune pebeHKa K 3aepxKe CTyna;

e (GonesHeHHas gedeKaums.

SANMUAEMHUOJIOrUA

[aHHble 0 pacnpocTpaHEeHHOCTN PYHKLUMOHaMbHbIX 3amno-
poB y [AeTel CyWEeCTBEHHO Pa3HATCH y OTAENbHbIX aBTo-
poB: oT 0,7 go 29,6% npu cpegHem nokasaTtene 8,9% [6].
bonbwon pazbépoc MoxeT 6blTb CBSI3aH C TEM, 4YTO Bpayu
3a4acTylo He WMHTEpEeCylTCs YacToTOM CTyna y nauueHToB,
€C/N OHW He NMpeabaABNfIoT )anob. Pogutenun gonro He obpa-
LaloTCs K Bpady no noBofy 3anopos, a NPUXOAST Toraa, Kor-
fa y pebeHKa yKe UMeloTCS OCNOXKHEHMS (KOMpOoCTas, aHKO-
npes, TpelnHa, BbiNnageHue npsaMon KuUWwKu u T.4.). Onpoc

neauMaTpoB M AETCKMX racTPO3HTEPONoros, oby4vatoLimxcs
Ha Kypcax noBblleHnsa Ha Kadeape neguaTpum PoccuimcKom
MeAMLMHCKOW aKageMuu rnocnegunioMHoro obpasoBa-
Hus (MocKBa), nokasan, 4To oT 5 o 25-70% ob6palleHni
K HUM cBSi3aHbl ¢ 3anopoM. B HuaepnaHgax okono 45%
HanpaB/ieHWIM K raCTPOIHTEPOSIONY CBA3aHbI C HApPYLEHUAMM
nedekaunu [8].

®DyHKUMOHaNbHbIE 3anopbl PErUCTPUPYIOT y AEeTEN BCeX
BO3pPACTHbIX FPyNn — OT HOBOPOXAEHHbLIX 4O MOAPOCTKOB,
CTEMEHb UX TAKECTU MOXKET BapbMpPOBaTh OT IEFKUX A0 TsKe-
nbix ¢opm. Mo gaHHbIM V. Loening-Baucke, pacnpocTtpaHer-
HOCTb 3aropoB B MepBbIM roa »M3HW cocTaBnsger 2,9%,
a B Te4yeHue BToporo roga xu3Hu — 10,1%. Tonbko B 1,6%
cnyy4aeB NPUYMHOM 3anopa SBASETCS OpraHMyeckas natono-
rMsl, B OCTajlbHbIX HapyweHus aedexaunmn HocAT GyHKUMO-
HanbHbIN XapaKkTep. Manb4mMK1 U 4EBOYKM CTpadatoT 3anopa-
MW € ogMHaKoBoK YacTtoTom [9]. B pabote G. lacono v coaBT.
NMoKa3aHo, YTO CpPefHMI BO3PaCT Ha MOMEHT MOCTAHOBKM
AuMarHo3a 3anopa y maageHues coctaBun 33 + 27 cyt [10].
3anopbl perucTpupoBanu y ageten B Te4eHMe nepBoro roga
YW3HM ¢ YyacToTom oT 46,9 no 50,2% cnyyaes [11, 12]. B apy-
rOM MCCNefOoBaHWWM CPeaHui BO3PacT BO3HUKHOBEHMS pac-
cTponcTB aedeKaumm onpegened kak 2,1 + 1,8 roaga [13].
Hanb6onblwasa pacnpocTpaHeHHOCTb 3anopoB (Ao 35,4%)
6blna 3apeructTpMpoBaHa B Bo3pacte 5-6 nert, ay 3—-5-neT-
HUX JeTen oHa cocTaBuna 29,6 [14]. NMpoTnBopeynBbie aaH-
Hble NOoJly4YeHbl O COOTHOLIEHMM NONOB Y AETEN, CTPaAAIOLLMX
3anopom. Hekotopble nccnegoBaHus coobLmnam o 60/bluem
yucne cTpagatolmx 3anopamMu ManbYMKOB MO CPaBHEHWIO
Cc geBoYKamu [15], HO B Bo3pacTe A0 4 neT cooTHoue-
HMe MalibYMKOB W [eBOYEeK CoCTaBlfisieT, Kak npasuno, 1:1.
Mo paHHbIM UccneaoBaHWs, NpoBeAeHHOro B A3uW, 3Ha-
YUTENbHO BbIWE PACcNpPOCTPAHEHHOCTb 3amnopa y AeBOoYeK
B Bo3pacte 3—5 1 7—12 neT nNo cpaBHEHMUIO C MallbYuKaMu
[16]. CywecTBytoT paboThl, FAe yKa3aHo Ha CBA3b QYHKLUMO-
HanbHbIX 3aMoOpPoOB U HeaepxKaHua mouun [17, 18]. B gpyrom
nccnefoBaHWM He YCTAHOBNEHO CYLLECTBEHHbIX Pasinyuni
B 4acCTOTe HeAepKaHua MoYM y AeTeN, cTpadatolwmx 3anopa-
MU, NO CPABHEHUIO C AETbMU C PErYNSPHBLIM OMOPOXKHEHUEM
KuleyHuKa (19 npotune 14%) [19].

®AKTOPbI PUCKA

MprynMHOM 3aMopoB Yy AeTen ABNATCA pasdniMyHble daK-
Topbl. [pn onpoce 72 poauTenen o6HapyxKeHo, 4Yto 44%
M3 HWX CYUTaNU MPUYUHOM HEMpPaBUIbHOE MUTaHUE WU
3aMeHy CMecu y eTeilt paHHero Bo3pacTa. MiMen 3HayeHue
cTpax nepen gedpekaunen («6os3Hb roplukar) y 30% geten.
Kaxabln naTbii poauTenb CYMTas, 4YTO HapylweHus gede-
Kauuu BO3HUKanM BO Bpemsi 60/1e3HM pebeHKa unu Gbinu
CBfI3aHbl C ero rocnutanusauunen, a 14% — c npoueccom
npuyyveHus pebeHKa K ropuuky [20].

B uccnepoBaHmn D.M. Mota n coaBT. NPOAEMOHCTPU-
pOBaHO YyBENWYEHWEe YacTOTbl HapPYLIEHUS OMOPOXKHEHMUSA
KMLLIEYHMKa ¢ Bo3pacTomM pebeHKa (27,3% B Bo3pacTe 24
1 31% — 48 mec; p < 0,001) [21]. ABTOpbI CBSA3bIBaNM Hapy-
LEHMS OMOPOXKHEHUS KULIEYHUKA C HenmpaBUbHbIM MWTa-
HMeM pebeHKa W HapyweHUsMU GOPMUPOBaHUSA TyaneTHbIX
HaBblKOB. PaHHee o6y4yeHWe TyaneTHbIM HaBblKaM, BbIMOS-
HAeMoe A0 24 mec, a TakKe BBeAeHWe CMeCcel Ha OCHOBe
KOpPOBbEro MojoKa B Bo3pacTe Ao 1 roga 6b110 NpsamMo npo-
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Puc. 1. XapaKtepucTvKa cTyna y aetei B Bo3pacte 24 u 48 mec ¢ npobnemoi «60sa3HM roplika» U 6e3 HapyLLeHWU ONOPOXKHEHNUA KULLEYHWUKA

% Xapaktepuctuka aedpekauuu ( 24 mec)
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«BoA3Hb ropLuka» Het 605311

[J MnoTHbiin kan

B Kposbekane [ «Oseunin» kan [l BonesHeHHHas aepekaumsa

% XapakrtepucTtuka pedpekauum (48 mec)
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HeT 6053HM

«B0sI3Hb ropLuka»

O Npuem cnabutensHbix [l > 72 4 3apepxka

lNpumevanme. * — p < 0,05 y getew ¢ NAOTHLIM CTyN0M, 60/1e3HEHHON fedeKaunen U 3aeprKKon cTyna 6onee 3 CyT MO CPaBHEHUIO C AeTbMU

C «60sI3HbIO ropLKa» 1 6e3 Hee B Bo3pacTe 48 mec.

Puc. 3. [n0THbIN
dparMeHTMpPOBaHHbIV Kan
y pebeHKa 4 net

Puc. 2. BHelwHnn Bug
deranuin y pebeHka 3 net
C XPOHMYECKUM 3arnopom,
HabnaaemMblM B TeHeHne
HECKOMIbKMX MecsLIEB

Ha doHe cuHapoma
«BOSI3HM ropLUKa»

lpumevaHue. NMepBas H4acTb
Kana o4YeHb NaoTHas, BTopas —
msrkas. Pe6eHok camocTos-
TeNbHO 3ajeprkuBaeT aedeKa-
LMo B TedeHne 3—4 cyT.

lNpumeyaHue. N3meHeHuns
xapaKrepa cTyna Habnogatorcs
B Te4YeHue 2 net; NosSBuInCh

npv NOCTYNNEHUN B AETCKUIN caj
B CBSI31 C NOBbIWEHHON 3MOLIMO-
HaNbHOM NabUNbHOCTbIO pe6eH-
Ka. Ctyn — 1 pa3 B 3—5 cyT unu
eXeHEBHbIN, O4€Hb NJIOTHbIN,
COCTOSILLMI U3 MHOXECTBa
MenKux GparMeHToB.

NMOPLMOHANBbHO HapyleHusam aedeKkauunn y geten B Bo3pacTe
2 NEeT ¥ yBENUYEHUIO JONMN 3TUX AeTer K 4 rogam. OTmeyeHo,
4YTO TONbKO YBENWYEHME WHTEPBANOB Mexay AedeKauwn-
AMW HEeJoCTaTO4YHO AN MOCTAHOBKM AMarHosa «3anop».
[MpoBeaeHa OLEeHKa HapyLleHU OMOPOXKHEHWUS KULWEYHUKa
y geten B Bo3dpacte 24 n 48 Mec, UMeoWmMX U He UMeto-
WKMX «60A3HM roplwKa». B ob6eunx rpynnax geten Habnawoganm
$parmeHTMpoBaHHbIn cTyn (49,9 1 51,6%, COOTBETCTBEH-
HO; p = 0,498) 1 60ne3HeHHy0 gedbekaumio (24 n 26,4%,
cooTBeTCcTBeHHO; p = 0,267). B Bo3pacte 4 net B rpynne
HabnhaeMblx ¢ «60A3HbIO FTOPLIKa» N0 CPaBHEHWUIO C rpyn-

Novi C PEryIsSpPHbIM OMOPOXHEHMEM KULLIEYHWKA AOCTOBEPHO
6onbliee 4YUCno aeten uMmenu nnotHoli ctyn (50,9 n 33,6%,
COOTBETCTBEHHO; p < 0,001), 60ne3HeHHyl0 AedeKauuio
(41,5 npotne 22,5%; p < 0,001) n 3agepxKy cTyna 6onee
3¢yt (15,1 npotuB 5,1%; p < 0,001) [21] (puc. 1).

Mpn n3ydenun 338 nap 61M3HELOB Obi0 NMOKa3aHo, YTo
3anop Noytv B 4 pasa yalle BCTpevancs y MOHO3UIOTHbIX 61n3-
HEeL0B MO CPaBHEHUIO C AN3UTroTHbIMK (70 npotne 18%) [22].

AUWOOEPEHLUANIbHAA AUATHOCTUKA

BHewWwHWN BMA Kana y nauuMeHToB C XPOHWYECKUM 3amno-
poOM MMeeT 60nblloe 3HayeHue. HeobxoamMmo obpaulatb
BHMMaHWe Ha dopmy Kana (60nbwov AMaMeTp KanoBOoro
UMAMHAPA), HalMYMe MAOTHbIX MENKUX dparmMeHToB («oBe-
Yni», dparMeHTUpPOBaHHbINM), LUBET Kana (MecTpbi, CBET-
NnoBaTbli CBMAETENLCTBYET O CUHAPOME XO/necTasa, Hefo-
CTaTO4YHOCTU KEeN4YeBblaeNneHus), 6necK (nosBnsercs npu
NMOBbILIEHHON 3KCKPELMN Mbif; puc. 2—5).

MoMnMO YHKLUMOHaANbHbBIX, MPUYMHON pPa3BUTUS 3ano-
poOB y AeTen MOryT 6biTb aHOManuUM Pa3BUTUSA TOCTON KULL-
Kn — 60ne3Hb MplnpyHra, a TakXe CUHAPOMbI, CXOXue
C HEM — TMMNOraHIMMO3 TOJICTOM KULIKWU, HEMPOHHAA KULLEY-
Has Aaucnnasus, cna3m BHYTPEHHEro aHallbHOro COUHKTe-
pa. PasznuyHble GopMbl aHOMaaMi aHOPEKTa/bHOM 30HbI
(cBMWEBbIE GOPMbI aTPE3UN MPSIMON KULLKK, BPOXKIAEHHbIE
CTPUKTYPbI aHyca M NPSIMOW KULLKM) TOXKE MOTYT CNYXWTb Mpu-
YMHOWM OpPraHMYEeCKMX 3arnopoB.

bonesHb MpwnpyHra npegcrasBnser cobov aHOMasuio
Pa3BMUTUS TOJNCTOM KULIKKW, COMPOBOXAAEMYIO XPOHUYECKMUM
3anopoM, O6YCNOB/IEHHBLIM CYXEHHbIM HEMNepucTansTUpYHo-
WMM Yy4aCTKOM AMCTaNbHOro oTaena TOACTOM KWMLWKK U BTO-
PUYHO PaCLUMPEHHBIM W TUNEPTPOPUPOBAHHBLIM MPOKCH-
MaJibHbIM CErMEHTOM (pUC. 6).

Mopdonornyeckne M3MeHeHUs MbILEYHOrO, CIM3UCTOro
M MNOAC/IM3NUCTOrO CNOS TOJICTOM KMLLIKM CBSI3aHbl C OTCYTCTBU-
eM Wan gedUUMTOM MHTPaMypasibHbIX HEPBHbIX FaHIIMEB
W HapyLEHWI NPOXOXAEHNS HEPBHbIX MMMY/IbCOB MO KULLIEY-
HOM CTeHKe. JTOT AedeKT BO3HWMKAET Mocfe HapylweHUs




KpaHWoKayaanbHOW MUrpauuMm KIETOK HEPBHOrO rpebHs
npy GoOpMUPOBaHUN HEPBHOM CUCTEMbI KULLEYHUKA MEXKAY
5-i n 12-n Heg ambpuoreHesa. B 80% cny4aeB 3T0T y4acToK
araHrnno3a He NPoOCTUMpaeTCs Aanee CUrMOBMAHOM KULLKH,
1 nuwb B 20% cnyvaeB pacnpocTpaHsaeTcs NpoKCcUmanbHee.
TaXKeCTb KIMHUYECKUX MNposiBAEHMWM 6051e3HM [UplunpyHra
U Bpems maHubecTaumMm 3abosieBaHUs 3aBUCAT OT MNpo-
TSAXKEHHOCTU araHrnMoHapHon 30Hbl. MNMpumepHo B 80-90%
cnyvyaeB HabnodaloT TUMUYHbBIE KIMHUYECKME CUMNTOMbI
6051e3HU, 4YTO obneryaeTr anddepeHLmanbHyO AMarHOCTUKY
(tabn.), a AMarH03 MOXET 6bITb YCTAHOBJ/IEH B HEOHATalbHOM
nepvoge.

PaHHUMKU Npu3HaKamMu 60ne3HU MpLUnpyHra cYmTaloT:

e OTCYTCTBME CaMOCTOATENIbHOrO CTy/a C POXKAEHWS;
® pBOTA C NPUMECHIO ¥KENYM UK 3aCTOMHOrO OTAENSEMOrO;
° yBelMYyeHue o6bemMa KnBoTa.

3afepyKKka OTXOXKAEHUS MEKOHWUS ABASETCH OAHWMM U3
rMaBHbIX CUMMTOMOB Y HOBOPOXAEHHbIX C 60N€3Hb0 MPLW-
npyHra. bonee yem y 90% naunMeHToOB OTXOXAEHWE MEKOHUS
npoucxoamnT nNo3xe 24 4 nocne poxaeHus [23].

Y 95% 300p0OBbIX AOHOLWEHHbIX HOBOPOXAEHHbIX Bblaene-
HME MEKOHMS NPoMUCXoamuT B TedeHune 24 4, a B TedeHune 48 4
nocne poxaeHuns —y 99% geten. 3TM YacTOTHbIE XapaKTepu-
CTUKM PE3KO MEHSOTCH Y HEAOHOLWEHHbIX HOBOPOXKAEHHbIX
W'y A€TEeN C HU3KOW Maccoun Tena npu poxaeHwn (oo 66%
Yy HEJOHOLWIEHHbIX AE€TEN, POAMBILLMXCH paHee 32-1 Hej recTa-
LMK, Ny AETEN C HUBKOM MacCOW Tena npu poxaeHun) [24].

JNIEYEHUE

OCHOBHOW LieNblo IeYeHNs 3arnopoB y AeTen aBnsgeTca
BOCCTAHOBJ/IEHWE KOHCUCTEHLMMU KMLWEYHOTO COAEPHKMUMOIrO
M CKOPOCTM €ero TpaH3uTa Mo TONCTOM KULWKe. YcnelHoe
fle4yeHrne 3anopoB MOXKeT ObiTb [JOCTUIHYTO He TOoJb-
KO C MOMOLWbO NeKapcTB, HO U C M3MeHeHMeM obpasa
M3HWU. HemanoBa)kHOe 3HayeHue MmeeT opraHu3auus
npaBUAbHOro NUTaHuUs. HecMoTps Ha To, 4TO HegoCTaTo4YHOe
notTpebneHne KUAKOCTM M MULLEBLIX BOJIOKOH sIBASIETCA
O[IHOW U3 Hanbonee 4acTbiX MPUYNH XPOHMUYECKNX 3anN0poB,
B HacTosiluee BpeMs He PEeKOMeHAyeTcs MCMonb30BaHue
TONBbKO [AMETUYECKUX MEPOMpPUATUIA B Ka4vyecTBe JlevyeHus
namonaTtuyeckoro 3anopa. M. M. Tabbers n coaBT. npoaHa-
nuaunpoBanu 9 nybnuKauun, MOCBAWEHHbIX AWETUYECKOM
KOppeKuMn 3anopoB y aeten. U3 HUX B 3 nccneagoBaHUsx
(n = 184) nayvyanu addPEKTUBHOCTb ANETUHECKON KOPPEK-
LMK NULEBBIMX BONIOKHaMK. PekoMeHaLmMm no UCnonb30-
BaHUIO MPo- U NPeBUOTUKOB 06CYyXaanu B Apyrux 3 uccne-
poBaHusx (n =167). Ewe 1 uccnegoBaHume 6b110 NOCBSALWEHO
N3y4yeHuto apOEKTUBHOCTU PpEKOMEHAALMI MO OCTAaTOYHO-
My notpebneHuto xunagrkoctu (n = 108). Tonbko 1 uccnenosa-
HUe 13 3, B KOTOPbIX M3y4anun abPEKTUBHOCTb 060ralleHNUs
pauMoHa NUTaHKs AeTen ¢ 3anopamMu NULLEBLIMYU BONOKHA-
MW, MOKa3ano A0oCTaTouHYyt0 3ODEKTUBHOCTb M AOCTOBEP-
Hble pas3nuMyus AMETbl B CpaBHEHMM C nnauebo (3anopbl
nocne nevyeHnss mmenn 19% naymeHTOB OCHOBHOM U 52%
[eTen KOHTpobHOM rpynnbl; p < 0,05) [25]. CornacHo peKo-
MeHaaunam NASPGHAN, neyeHne pyHKLMOHANbHOIoO 3ano-
pa OCyLleCTBASETCSA COrNacHO crneunanbHOMY anropuTmy.
MepBblA 3TAn Tepanun npegycmaTpmMBaeT 0CBOGOXKAEHNE
NPSMON KULWKKM OT KanoBblIX MAacC (0YNCTUTENbHbIE KIN3MbI
C Npox/lagHOM BOAOW, MAc/oM, pPeKTalbHbIMU clnabuTesb-

HbiMW). BTOpown aTan feyve-

HWA npeanonaraet [26]:

e oOyyeHue pebeHKa W
poauTenew;

® [MEeTUYECKYID KOppeK-
LMo, COBNIOAEHME MUTb-
€BOro pexuma;

® MeaMKaMeHTO3HylTepa-
nui AN ycTpaHeHus
Konpocrasa.

AneTtnyeckasn

KoppeKuus

[etam 6e3 CKNOHHOCTH
K annepruyeckum peak-
LMAM pEKOMeHAyeTcs Yno-
TpebsieHne KWBW, KOTOpble
6oraTbl Knetyatkon (2-3 r
Knetyatkm Ha 100 r npo-
aykrta). [poTteasbl, coaep-
alnecs B KUBKU, CTUMYNN-
PYIOT MOTOPUKY KULLIEYHUKA.
B uccnepoBaHuax nokasa-
HO CyLLeCTBEHHOE BJIUAHUE
Ha yacToTy Jedekauuu,
06beM Kana, KOHCUCTEHLMIO
cTyna npu ynotpebrieHuu
KuBM [27]. JocTaToyHoe co-
[epxaHue TnuLLeBbIX BO-
JIOKOH ¥ B YepHocCnuBe
(6,1 r Ha 100 r npoayKrta),
KOTOPbIV COAEPKUT GPYKTO-
3y 1 copbutr. Beunay npwu-
CYTCTBUSA 60JIbLIOTO KOJK-
yectBa PEHONbHbIX coefu-
HEHWI (XI0OPOreHOBON K-
CNnoThbl) ynoTpebrieHne yep-
HOC/IMBa OKa3blBaeT cna-
6uTtenbHoe aencrteue. Cnu-
BOBbIM COK COAEPKUT MEHb-
e copbuta U KnetyaTKu,
Hewenu 4epHocnus [28].
Hespenble 6aHaHbl coaep-
aT LybunbHble BellecTBa
(100-250 mr Ha 100 r
NPOAYKTa), a TaKXKe Kpax-
Mal, BbICOKOYCTOMYMBbIN
K OENCTBUIO amunasbl. 31
KOMMOHEHTbI MOTYT MPOBO-
uMpoBaTb WAM ycunuBaTb
y)Xe CyLLECTBYIOLLMI 3anop.
MNocne co3peBaHuns 6GaHa-
HOB KOJMYecTBO Ay6GWib-
HbIX BELLECTB M Kpaxmana,
YCTOMYMBBLIX K amwunase,
CHWM)XKaeTcsl, HO HaKanu-
BaloTCA pacTBOpPUMbIE ca-
xapa. Cnenble 6aHaHbl CO-
[lepaT B OCHOBHOM pac-
TBOPUMYIO KNETYATKY, aMu-

Puc. 4. [1n0OTHbIA,

4aCTUYHO GparMeHTUPOBaAHHbIN
cepoBatbit Kan y pebeHka

2,5 net

lMpnmevaHme. N3MeHeHus
xapaKTepa cTyfna NosiBUIUCh
rnocne ocTpon pecnupaTtopHomn
MHOEKUMN U Kypca aHTUbaKTe-
puanbHoOW Tepanuun uedTpruaKkco-
HOM. B 6MOXMMUYECKOM aHanu-
3€e KpoBM 06Hapy»KEHO NOBbI-
LLEeHHOEe coaepxaHue obLLero
6unupybuHa (o 38 MKMONb/ 1,
N o 21 MKMOnb/11), NPSIMOro
6unupybuHa (80 7 MKMONb/1,

N o 5 mkmonb/n). Mpw ynbtpa-
3BYKOBOM MCC/leJOBaHWK opra-
HOB GPIOLIHOM NONOCTH O6HapY-
YKEHO YTOSLLEHWE CTEHOK XKeNy-
HOro ny3bips, NosiBAeHWe ocaj-
Ka B ero npocseTte. Mmenu
MECTO U3MEHEeHWs XapaKTepa
cTyna Ha GoHe HapacTaHUsi CUH-
npoMa GYHKLMOHaNbHOIO Xone-
CTa3a, BO3HMKILLErO B pe3ybTa-
Te npuemMa LedbTpuaKkcoHa.

Puc. 5. Ctyn ¢ 60nblinm
KOSIMYECTBOM CNKU3K y pebeHKa
4 mec, HaxogsaLerocs Ha
eCTECTBEHHOM BCKapMIMBaHUH,
Ha ¢pOoHe BBeAEHMS MOJIOYHOM
Kallu Ha LenlbHOM KOPOBbEM
MOJIOKe

MpumeyvaHne. Kan ceetno-xen-
Tbl, BUAHO 6ONbLIOE KONUYe-
CTBO Cn3u. Peb6eHoK 6ecrnoKo-
€eH Ha GoHe KopMIeHMS Kallen,
BblpaxkeH meTeopuam. Ctyn —
TO/IbKO Nocne ra3ooTBOLHOWM
TpybKH, 1 pa3 B 2—-3 cyT.
M3meHeHns xapaKTepa cTyna
CBSi3aHbl C raCTPOUHTECTUHAb-
HbIMU NPOSBAEHUSIMU NULLLEBOWA
anneprum K 6enkam KopoBbero
MOJIOKa.
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Ta6nuua. nddepeHumanbHas AnarHoCTMKa XPOHUYECKOro 3anopa i 6onesHu MmpluinpyHra

npu naabueBoM UccrneaoBaHnn

CumnTom XpoHu4eckui 3anop Bone3Hb MMpwnpyHra
JHKonpes YacTto Penko
Bosnb B unBOTE WHorpa Yacto
[OunameTp KanoBoro uuanHapa Bonbuwon HopmanbHbIn
lponaBonbHOE yaep:KaHue Kana YacTto Penko
Hanunuune Kana B amnysne npsamMon KULLIKKU
Yacto Penko

AHOpeKTanbHas 30Ha

PaclinperHas amnyna

Y3kas amnyna

Het

«MapagokKcasbHble» MOHOCHI

MHorpa

Puc. 6. TuN1U4HbIe PEHTTEHONOMrMYECKME MPUSHAKM BGONE3HU
MpWwnpyHra: cyxeHve B AUCTanbHOM OTAeNe ¢ BOPOHKOOOPa3HbIM
nepexofoM B CynpacTeHOTUHECKOE paclunpeHue, rpybas
CKNlag4aTocTb

Na30pe3nUCTEHTHbIN Kpaxman 1 aybunbHble Belwectsa. Mcxo-
49 W3 BbllleCKa3aHHOro, He peKoMeHAyeTcs BKIo4YaTb B
paunoH pebeHKa ¢ 3anopoM 6aHaHbl [29].

Bonblioe 3HayeHne B 1e4eHMn 3anopa MmeeT cobntoge-
HWe BOAHOro pexxnma. CyToyHbIn 06beM BOAbl Y AETEN B BO3-
pacTte 0o 1 roga Ao/IKEH cocTaBnaTb okono 100 M. Y geten
ctapwe 1 roga u BecoMm < 20 K 06beM BbINMUTON KUAKOCTH
paccyuTbiBatoT no dopmyne: 100 ma + 50 Mn Ha Kaxkabin Kr
mMacchl cBbie 10 Kr, a y aeten BecoM = 20 Kr o6bem BOAbI
paccyuTbiBatoT no dopmyne: 600 ma + 20 MmN Ha KaxKabln Kr
mMacchl cBbiwe 20 Kr [30, 31].

MegMKamMeHTO3HOoe NeyeHune

MeankameHTO3Has Tepanusa npeanonaraet HasHadeHue
nepopasbHbIX ClabUTeNbHbIX CPEACTB. BbIGOP TAKTUKM Neve-
HUS OMpeaenseTcs nocne O6CYAEHUA ee C POAWUTENAMM
1 pebeHKoM. MepoparnbHblii NyTb BBEAEHUA NEKAPCTB ABNA-
€TCA HEeMHBa3UBHbIM, €T BO3MOXHOCTb pe6eHKy BnaaeThb
cuTyauuen, Ho TpebyeT TepreHus, NMOCKObKY HEeOo6XOAMM

KypcoBoOW npuem. PeKTanbHbIv NyTb BBEAEHUS 1IeKapcTB JaeT
6onee 6bICTPbIM 3bdEKT, HO ABAFETCH MHBA3UBHbLIM U Hera-
TMBHO BocnpuHumaetcs aetbmu. N.L.H. Bekkali n coaBT.
B PaHOOMW3UPOBAHHOM KOHTPONMPYEMOM WCCNEefOBAHUK
cpaBHMBanu 3QOEKTUBHOCTL MEPOPanbHbIX OCMOTUYECKMUX
CnabuTeNbHbIX U OYUCTUTENBHBIX KIW3M KaK AN CTapTOBOW,
TaK ¥ ANna nopaepXusaiowen Tepanun. B uccnepoBaHue
ObINM BK/IKOYEHbI AeTU B Bo3pacTe oT 4 fo 16 net (n = 90)
C XpPOHMYEeCKUM 3anopoM. lepBas rpynna geten nonydvana
nepopasbHOE le4eHne NONUITUNIEHTIMKONEM. [JeTaM BTOpo#H
rpynnbl NPOBOAWMAN JNIeHEHUE OYUCTUTENBHLIMU KIUM3MaMu
(rmapokena amoktuncynbdocykumHat, 60,0 ma getam o 6,
120,0 mn — peTam craplle 6 neT) B nepBble 6 CyT B Kaye-
CTBE CTaApTOBOW Tepanuu U B TeyeHue 2 Hel B KayecTBe
nojaepxuBatollen Tepanmu. Kak Ha HavyanbHOM 3Tane, Tak
M B NepUOS MOALEPKMUBAIOLWEN Tepanuu peryaspHoe omno-
POXKHEHWE KUlleYHWKa (6onee 3 pasd/He[) B CpaBHUBAEMbIX
rpynnax cTaTUCTMYECKU He pasnuyanocb M Habnwoganocb
y 68 1 80% petewn, COOTBETCTBEHHO [32].

B apyrom cpaBHUTENLHOM UCCNEeOBaHUN y ieTeN B BO3-
pacTe oT 8 A0 18 neT, cTpagaBluMX pedpaKTepHbIM K neve-
HWIO 3amnopoM B TeYeHWUe MOCNefHUX 2 NeT, cpaBHUBa-
M 3ODEKTUBHOCTb JIEYEHUA OYUCTUTENBHBIMU KIM3MaMu
WU NOAMITUNEHTIMKOoNeM. [1pOJOMKUTENBHOCTL Tepanuu
coctaBuna 52 Hed. APDEKTUBHOCTb NeYEHUA OLIEHMBANU
Ha OCHOBaHWK MojcyeTa 4acToTbl OMOPOXKHEHUS KULWEYHMKA
(6onee 3 pedekaumit B Hea) U aNM30A0B IHKOMpe3a (MeHee
1 3nu3ofda B Hen). ABTOpPbl He OOGHapyXunu cratucTuye-
CKM 3Ha4YMMbIX pas3/iMyui B UCXOLaX UCCNelOoBaHUS y AeTen
B cpaBHMBaeMbIx rpynnax (47,1 npotus 36,1%), oaHako
B BOMPOCHWKE, KOTOPbLIM 3anonHsanu et nocne 1 ropa
ucenegosanus, 15% 13 HUX OLEHUBANU KIIU3MY KaK «4TO-TO
OYeHb CTpallHoe», 11% — KaK «40BOJIbHO yxacHoe» [33].

B negvaTtpun npennoyteHue oTAaloT nepopasibHbIM
cnabutenbHbIM MpenapartaMm C OCMOTUYECKUM [AENCTBUEM.
CambiMM 6e30MacHbIMW MpenapaTamMmu y aeten SBNSAIOT-
Csl MOMUITUNEHINIUKONb W nakTynosda [34, 35]. MNonuatu-
JIEHMIMKONb — BbICOKOMOJIEKY/ISIPHBIA NONUMEP, KOTOPbIH
CTUMYNIMPYET NEPUCTANBTUKY KULLEYHUKE, YBENUYMBAET 00b-
€M, pa3MsaryaeT KMLEeYHOe CoOAePXKUMOoe 3a CHET 06pa3oBa-
HUS JOMONHUTENbHBIX BOLOPOAHbLIX CBA3EN C MOJIEKYNaMu
BoAbl. [pn 3TOM OH He abcopbupyeTcss U He MeTaboNn3u-
pyetcs, T.e. He obnafjaeT CUCTEMHbIM AEWNCTBMEM, a, OKa-
3aB cnabuteNnbHOE [encTBue, BbIBOAUTCA W3 OpraHu3ma
B HEM3MeHeHHoM dopme. B MHOroLeHTpoBOM nnaLeboKOH-
TPOJIMPYEMOM UCCNefoBaHuM Gblna fLoKaszaHa 3ddeKTUB-




HOCTb MOMMATUNEHIIMKONS Y AETEN C XPOHUYECKUM 3aNopoMm
B Bo3pacTe oT 8 g0 18 neT, a TaKkKe MNoKa3aHa BbiCOKas
6e30MacHOCTb AaHHOro npenaparta Npu ero AAUMTeNbHOM
npumeHeHnn (4o 3 mec u 6onblie). B nccnegosaHme 6bin
BKJ/IIOYEHbI 216 AeTen C XPOHUYECKMM 3arnopoM. B oCHOBHytO
rpynny Bownu 105 4yenoBeK, KOTopble Mnonyvyanu Moama-
TUAEHNKUKONb B go3e 20 r/cyt. [pynny KOHTpoAs cocTaBu-
nm 111 geTten, nonyvaBluMe NakTyno3y B gose 15 ma/cyt
B TeyeHue 2 Hen. TepaneBTUYECKYD 3DPEKTUBHOCTb OLe-
HMBaNM MO YactoTe CTyna, UBMEHEHWIO €ro KOHCUCTEHLMH,
KyNUpOBaHUIO 3arnopa U Hanuuuio abaomuHanbHOW 60u.
Yepes 2 Hea B OCHOBHOM rpynne AeTen YacTtoTa CcTyna cocta-
Buna 4-5 pas/Hen, B rpynne cpaBHeHus — 3—4 pa3a/Heq
(p < 0,05). KoHcucTeHuMs no bpucTonbCKOW WKane cryna
coctaBuna 4,26 = 0,90 6anna B ocHoBHOWM, 3,63 + 1,33 6an-
Nla — B rpynne cpaBHeHus. [TonHasa KInMHUYEeCKas pemuccus
3arnopa 6bi1a gocturHyta 'y 72 n 41% naumentoB (p < 0,05),
abaoomuHanbHas 60/b B XMBOTe ncyesnay 75 u 57% 60nb-
HbIX (p < 0,05), cooTBETCTBEHHO [36].

B 2011 r. mexxayHapoaHoe coobliectBo KoKkpenHoBCKoe
coTpyaHudectso (Cochrane Collaboration) ony6nvkosano
CpaBHUTENbHbIM aHann3d 3OPEKTUBHOCTU MNONNITUNEHIIN-
KOS U NaKTyno3bl B Ie4EHUN 3aNopoB y AeTen NO KpUTepwH-
AM HOpManu3auuu cTyna U KynupoBaHuio abaomMuHanbHOM
6onn. OTMe4YeHa CTaTUCTMYECKM 3HaYnmas 6oree BbICOKas
3ODEKTUBHOCTb MOIMITUNEHTIMKONSA NO CPABHEHUIO C NTAKTY-
n0301. Mpn Ucnonb3oBaHUK NOANITUNAEHITIMKONS OTMEYEHbI
6onbliee 4Yncno gedekaumin B HeAento, Sydlri KOHTPOSb
abaoomuHanbHoro cuHapoma [37].

KNUHUYECKUA NPUMEP

Manbuunk K., Bospact 1 rog 1 mec, poauncs oT nepsown
npoTeKkaBllen PU3NONOrMYECKM OGEPEMEHHOCTU, BTOPOM U3
[IBOMHW. B aHamMHe3e: no3gHee OTXOXAEHWE MEKOHMS (Yepes
2 cyT). B panbHenem — OTCyTCTBME CaMOCTOSATENBHOrO CTyNa
B TeyeHue 6 mec. BnepBble o6¢cneqoBaH B Bo3pacTe Moayro-
aa. Mpu ynbTpa3ByKOBOM WMCCNEeA0BaHUM YCTaHOBAEHbI METEO-
pM3M, MHOTO KasloBblX Macc B NPOCBETE KUleYHuKa. MNegnatp
Ha3Ha4YMN OYUCTUTENbHBIE KIM3MbI, CnabuTenbHOe, Npenapar,
peryivpyowmnin paBHOBECHE KULLEYHON MMKPOGDNIOPbLI, B BO3-
pacTHOM J03MpPOBKe; 6e3 addeKTa. B Bo3pacte 9 mec npose-
[leHa peHTreHoBcKasa uppurorpadus, npu KOTOPOW BbisiBiEHA
aTpesuns aHyca (MeMbpaHo3Has dopma). Xupyprom nposeaeHa
doToaecTpyKums. IdpdeKta oT NpoBEeAEeHHON MaHUNyNsLMK
He Nojy4yeHo, CaMOoCTOSITENIbHOMO CTyna He 6bin0. Mo AaHHbIM
KOHTPONbHOM Mppurorpadmn BbISBEHO CYyXeHWe B 061acTu
HWXXHEro yyacTka NpsiIMON KULWKK, 3HAYUTENbHOE pacLluMpeHne
BbllUENEXaLMX OTAENO0B TONCTOM KUWKK. [poBeaeHo peHTre-
HONOrMYEeCKOe UccneaoBaHne TONCTON KULWKK (puc. 7).

Y4yutelBass MNPOAOIIKUTENbHOCTb W CTOMKOCTb 3arno-
poB y pebeHKa, oTcyTcTBME 3dpdeKTa OT POTOAECTPYKLIMHK
aHyca, nauMeHTy auarHocTupoBaHa 60ne3Hb [uMplinpyHra
(c™m. Tabn.). Ana noATBEPKAEHUSA AMArHo3a npoBeaeHa pekK-
TOpOMaHoOCKonus ¢ uoncuen B 061acTn HUXKHEroO aHaslbHO-

KOH®JIMKT UHTEPECOB

Puc. 7. PeHTreHonormyeckoe nccnefoBaHune TonCTON KULWKK
naumeHTa K.

lNpumeyvaHue. PeHTreHorpamma. A — TofcTas KuiiKa ¢ 6apreBon
B3BECblO B MOMEHT HamnonHeHust; B — nocne onopoxHeHus.

ro cOunHKTEpa, Bblwe Ha 1,5-2, 3—4 1 6—7 cm OT aHaNbHOro
oTBepcTusa. buontat otocnaH B naGopartopuio ans onpe-
[leNeHnss aKTUBHOCTM aLEeTUIXONUHACTEPas3bl, T.K. AaHHbIN
depMeHT, y4yacTBysl B MPOBEAEHUN HEPBHbIX WMMMYNbCOB,
¢ 60/blUEN CTENEHbI0 HaKanaMBaeTcs B MecTax OTCYTCTBMS
HEPBHbIX FAHIMEB B CTEHKE TONCTOM KWIWKKW. [lonyyeH
NONOXMUTENbHbIN pe3ynbraT: AMArHOCTMpoBaHa 60NE3Hb
[MpLWINpyHra ¢ NoKanusaunen B HUXHeaMnynsapHoOM oTtaene
NPSMON KULWKK, Cy6TOTaNbHbIA MEraKo0H, AEKOMMEHCaLMS.
[MpeanoxeHo XMpypruyeckoe nevyeHue.

SAK/TIOYEHME
HapylwieHne OMnopoxHeHUa KULEeYHUKa BCTpe4vaeTcs
y [eTen BCex BO3PAacTHbIX PYnn — OT HOBOPOMAEHHbIX

[0 NMOJPOCTKOB, CTEMEHb €ro TAXKECTU MOMXKET BapbMpOBaTb
OT Nlerkow Ao Tsxenow ¢dopmbl. HecmoTpsa Ha T0, 4To B 90%
cnyyaeB 3anopbl HOCAT GYHKLIMOHANbHbIM XapaKTep, BaxHO
WUCKIOYUTb aHOMaNMIO Pa3BUTUS TOJICTOW KULLIKK, OCOBEHHO
y [leTelt paHHero Bo3pacrTa.

Ycnex npu nevyeHun GyHKLMOHANbHbIX 3anopoB MOXET
ObITb [IOCTUIHYT TOSIbKO MPW KOMMIEKCHOM noaxoae, 4To
BK/IOYAET AMETUYECKYIO KOPPEKLUIO, yNnoTpebeHne aocTa-
TOYHOTO KOJIMYECTBA HUAKOCTU, UBMEHEHME 06pa3a HKU3HMU,
MeAMKaMEHTO3HYIO Tepanuto. HemanoBa)kHoe 3HavyeHue
MMEET rOTOBHOCTb CEMbM K COTPYAHUYECTBY C Nevallum Bpa-
4OM, BbINO/IHEHWE U MPUBEPKEHHOCTb K PEKOMEHAALUSM.

MeanvMKameHTO3Has Tepanusa MNPUMEHSIETCS B Havane
Nle4yeHuns, Ana ycTpaHeHUs KomnpocTasa, Nocne Yero nokasa-
Ha noafepruBatollas Tepanusa. ns ycTtpaHeHUs KonpocTa-
3a 0AMHaKOoBO 3DOEKTUBHbBI M KNU3MbI, U NMepopasibHble cna-
O6uTenbHble. NS NpoBeAeHUs NOAAEPKMBAIOWEN Tepanuu
PEKOMEHAYIOTCA OCMOTUYECKUe cnabuTenbHble, 6e3onac-
HOCTb U 3dEKTUBHOCTb KOTOPLIX AOKa3aHa B PaHI0MMW3U-
pPOBaHHbIX UCCNENOBAHMAX.

OCHOBHOW LIENbIO NIeYEHUs1 3aMopoB y AETeN ABNSETCS
BOCCT@HOBJIEHWE KOHCUCTEHLIMM KULLEYHOTO COAEPHKMMOro
M CKOPOCTKM €ro TpaH3uTa Mo TOSICTOM KHULLIKE.

ABTOPbI IaHHOM CTaTbW MOATBEPAMNIN OTCYTCTBME GUHAHCOBOM MOMAEPIKKU/KOHBIMKTA UHTEPECOB, O KOTOPbLIX HEOGXOAUMO
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lpobnema ageKkBaTHOro notpebneHns 6eska AeTbMU rPyAHOr0 BO3pacta Bbi3bIBAET MHOIMOYUCAEHHbIE AUCKYCCUU. ITO
CBSI3aHO, BO-NEPBbIX, C pPa3BUTUEM HOBOrO Hay4YHOro HanpasrieHus «MnageH4ecKue WUCTOKW 340pO0BbsA M 60/1e3HEN
4yesi0oBeKa», KOTOpoe MpPsSMO yKa3blBaeT, YTO U36bITOYHOE NoTpebrieHne 6eslKka B MiajeH4YecTBe UMEET JOIrOBpeEMEHHbIE
MOCNEACTBUA U UrPAET BaXKHYIO POJb B PA3BUTUU OXKMPEHUST U XPOHMYECKMX HEUHOEKLMOHHbIX 3a60/1€BaHUi y B3pOC-
JbIX, @, BO-BTOPbIX, C M0SBE€HNEM HOBbIX TEXHOJIOMMMI, MO3BOSIOLMX YyCOBEPLIEHCTBOBATL 6E/IKOBbIM KOMIMOHEHT CMe-
cen u Npuban3uTb ero Ka4eCcTBO U KOJIMYECTBO K TaKOBOMY B€/IKOB rpyAHOro0 MoJioKa. BbICOKMI ypoBeHb noTpebieHus
6eJiKa CBsI3aH C MCKYCCTBEHHbIM BCKapMJIMBaHMEM, T. K. KOJIMYECTBO 6e/iKa B CTapTOBbIX U MOCAEAYIOLMX CMECSX Bbille
10 CpaBHEHMIO C rPyAHbLIM MOJTIOKOM. BbicoKoe cogepixaHme 6esika B paynoHe CTUMYINPYET MPOAYKLUMIO UHCYIMHOM€HHbIX
aMWHOKMCIOT, MHCYJIMHA U MHCY/IMHONogobHoro gaxktopa pocta (IGF-1). CoyeTtaHme BbiCOKOro ypoBHA IGF-1 n amuHo-
KUCOT C pa3BEeTBEHHON Lenblo (NeAUnH, BaiuH, U30NEeHLUMH, TPEOHUH) aKTUBUPYET KOMIIEKC CUrHajbHbIX MOJIEKY/
(MmTOR), 0TBETCTBEHHbIX 3@ UHTErpaLmio MeTaboIM4ecKoro 1 UMMyHHOro otTBeTa. loBTopsiouascs aktnBaumss mTOR npu
perynsipHoOM noTpebeHNH MoBbILLEHHOro yPOBHS MOJIOYHOro 6e/iKa B MiajeHYyecTBe CBsA3aHa C HapylleHneM 340Pp0Bbs
BO B3pocJ/ioM Bo3pacTe. Takne 3ab60/1eBaHUs, KaK caxapHbli AuabeT 2-ro Tuna, OXXMpeHue, apTepuasbHas rmnepTeH3us,
paK (B 0COBEHHOCTM paK MnpocTaThl), CBA3aHbl C M30bLITOYHON aKTuBaLMen curHaabHoro Komnaekca mTOR. AKTMBHOe
notpebeHne MoJIoKa B COBPEMEHHOM MUPE SABSIETCS [M1aBHbIM CTUMYJIOM akTuBaunun mTOR ¢ yBenn4eHmem pucka pas-
BUTHSA 60/1€3HEN LUIMBUAIN3ALMN 1 BaXKHBIM MEXaHU3MOM UX pa3BUTUS. Pa3BUTHE MHAYCTPUN AETCKOIo NUTaHns no3BosseT
CHU3UTb YPOBEHb 6eslKka B CTapTOBbIX M MOCaeaylouwmx cMecsax 40 12 r/n u, cCOOTBETCTBEHHO, CHU3UTb PUCK Pa3BUTUS
HeuMHpEeKLUMOHHbIX 3ab60/1eBaHMI B cTaplueM Bo3pacTe.

KnroyeBble cnoBa: eT1 rpyaHOro Bo3pacta, BCKapM/nMBaHue, UCKyCCTBEHHbIe cmecH, 6e10K, mTOR, oxxupeHue, XxpoHu4e-
CKME HEUHPEKLUMOHHbIE 3a60/1eBaHMS.

(Ana yntupoBanms: Hetpeberko 0. K., ly6posckasa M. . benok B nepuoa BBeAEHUS MPUKOPMaA: CKOMIbKO HYXXHO AN 340-
poBba? Bornpockl coBpemeHHon negnatpun. 2015; 14 (3): 387-391. doi: 10.15690/vsp.v14i3.1375)

BBEJEHME N 60ONe3Hen 4enoBeKar, KOTOPOe MPSAMO YyKasblBaeT, 4To
Mpo6bnema ageKBaTHOro noTpebreHus 6enKa AeTb- M36bITOYHOE NOTpebneHne 6enka B MnageH4YecTBe UMeEET
MU TPYZHOrO BO3pacTa BbI3biIBAET MHOTMOYWUCIEHHbIE AMC- [IONTOBPEMEHHbIE MOCNEACTBUS U UIPAET BarKHYlO pPoSib

Kyccun. OHUM CBSI3aHbl, BO-MEPBbIX, C PAa3BUTMEM HOBOIO B Pa3BUTUN OXKUPEHUS U XPOHUYECKMX HEUHODEKLMOHHbIX
Hay4yHOro HanpaBieHus «MnageH4YeCcKne UCTOKK 340POBbS 3abo5eBaHU BO B3pociomM Bo3pacTe [1, 2], a, BO-BTOPbIX,

0.K. Netrebenko, M.l. Dubrovskaya

Pirogov Russian National Research Medical University, Moscow, Russian Federation

Proteins in Complementary Food: What Is the Healthiest Level?

Adequate protein consumption in infants is a heavily debated issue. First, it is related to the formation of a new scientific field —
“Infant prerequisites of man’s wellness and illness,” which directly indicates that excessive intake of proteins during infancy has
long-term consequences and greatly contributes to obesity and chronic infectious diseases in adults; second, it is related to new
technologies, which improve the protein component of infant formulas and bring them at par with breast milk in terms of quality and
quantity. High protein consumption is related to bottle feeding, because starter and further infant formulas are richer in protein than
breast milk. Protein-rich menus trigger production of insulinogenic amino acids, insulin and the insulin-like growth factor (IGF-1). High
IFT- combined with branched-chain amino acids (leucine, valine, isoleucine, threonine) activates a set of signalling molecules (mTOR),
which are responsible for integrating metabolic and immune response. Repeated activation of mTOR coupled with regular intake of
high-protein infant formulas causes health issues in adulthood. Diseases like diabetes type 2, obesity, arterial hypertension, cancer
(particularly prostatic cancer), are related to overactivation of the mTOR signalling molecule complex. Intensive consumption of milk in
today’s world is the key mTOR activator contributing to an increased risk of lifestyle diseases and triggering the mechanism of their
development. The progressing infant formula industry allows to cut protein levels in starter and further infant formulas down to 12 g/I
and, respectively, lower the risk of non-infectious diseases in adulthood.

Key words: infants, feeding, formulas, protein, mTOR, obesity, chronic non-infectious diseases.

(For citation: Netrebenko O. K., Dubrovskaya M. I. Proteins in Complementary Food: What Is the Healthiest Level? Voprosy sovremennoi
pediatrii — Current Pediatrics. 2015; 14 (3): 387-391. doi: 10.15690/vsp.v14i3.1375)
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C MNOSIBJIEHUEM HOBbIX TEXHONOIMM, MO3BOMSIOLNX YCOBEP-
LeHCTBOBaTb GEe/IKOBbIM KOMMOHEHT cMecen U NpubnnusnTb
€ro Ka4yecTBO W KOJIMYECTBO K TaKOBOMY OE/IKOB pyAHOro
MOJIOKa.

B page paboT nokasaHo, 4TO M36bITOYHOE NoTpebneHne
6efnKa B M/lajeH4yecTBe yBeIMYMBAET CKOPOCTb POCTa, afu-
MOreHHYI0 aKTMBHOCTb M CKJIOHHOCTb K HaKOMEHMIO Xupa
B opraHmame. Ewe B 1995 r. M.F. Rolland-Cachera u coaBT.
noKaszanu NPSMyo KOppensumio Mexay cogepxaHuem 6enka
B pauuoHe JeTer nepsBbix 2 IET KU3HU U UHAEKCOM MaccChbl
Tena (MMT) B Bo3pacTe 8 net [3].

MoTpebneHne 6enka B MnageH4YeCcTBE 3aBUCUT OT XapaK-
Tepa BCKapM/IMBaHWs, NMOCKONbKY cofepxaHue 6enKka B 3pe-
JIOM rpyaHom monoKe coctasnsetr 10—12 r/n, a B AeTCKOM
MONOYHON cmecn — 14-15 r/n. MNpu rpyaHOM BCKapMu-
BaHuWM pebeHOK B BO3pacTe 3 Mec MnonyyaeT B CPesHeM
1,2 r/Kr 6enKka B CyT, @ NpW MUCNONb30BAHUN CTaHAAPTHOWM
cmecu, cogepxauien 1,4 r 6enka Ha 100 mn, — 2,5 r/Kr 6en-
Ka B CcyT. TaknM 06pa3oM, Npu UCKYCCTBEHHOM BCKapMJ/MBa-
HUKW ypoBeHb NoTpebneHns 6enKka AeTbMK BABOE Bhille, YEM
npu ectectBeHHom [4]. Mo gaHHbIM P. Pani n coaBT., y aetewn
4—-6 MeC M3HU, HAXOASALLMXCA Ha MCKYCCTBEHHOM BCKapM-
JIMBaHWU, ypoBeHb notpebneHnsa 6eka AOCTOBEPHO BbIle,
yem y AeTen Ha rpyaHoM BcKapmauBaHuu (20 r/cyT npo-
TMB 13), a TaKXKe Bbllle N0 CPaBHEHWUIO C PEKOMEHAYEMbIMHU
HopMamu notpebnenus [5]. JencTBUTENbHO, pacyeTbl NoKa-
3bIBAIOT, 4YTO NPW FPYAHOM BCKapM/vBaHuu notpebreHve
6enKa B Nnepnoj BBeAeHNsa npukopma (B 4—6 mec) B cpeaHem
cocTtaBnset 1,3 r/Kr Macchl Tena, a npy UCNnosib30BaHUN CMe-
cu, coaepraulen 14 r 6enka/n, — 2,4 r/Kr maccol Tena [4].

YpoBeHb 6enKka B pauuoHe MnageHua onpeaensier cKo-
pocTb pocTa v npubaBKy B Macce Tena. B nocnegHue rogbl
NosSIBUINCb AaHHble O BIMSHUM BbICOKOM CKOPOCTM poCTa
B MJIafileHYecTBe Ha COCTOsiHME 3[0pOBbs pebeHKa B cTap-
lemM BO3pacTe, a TaKXe Ha COCTOsiHWEe 3[40pOBbS B3pPOC-
noro. Mo gaHHbiM M. Skilton n coaBT.,, y AeTeN C BbICOKOWM
CKOPOCTbIO pocTa B MepBble 2 rofa XW3HWU OTMeYvanocb
nosbiweHne UMT, 6o5iee BbICOKMIM YPOBEHb apTepuanbHOro
[JaBNneHus u yBeJn4YeHue MIOTHOCTU COCYyLOB B BO3pacTe
8 net [6]. AHanorM4yHoe wuccnegoBaHue 6bl10 NPOBEAEHO
B LUBeuunn. YctaHOBNEHO, YTO BbiCOKas npubaBKa Macchbl
Tena Ha NepBOM rofly XXM3HW NpuBoAnaa K 605ee BbICOKOMY
MMT B Bo3pacTe 17 neT, HapylleHUIO TOIEPaHTHOCTHU K Mto-
Ko3e, GOopMMPOBaHMIO MeTabonaMyecKoro cuHgpoma [7].
10 HEKOTOPbLIM AAHHbBIM, BbICOKas CKOPOCTb POCTa B NepBble
2 roja »M3HW AOCTOBEPHO MOBbLIWAET COAEPXKaHWe Xupa
B OpraHM3mMe B3pOC/bIX e B Bo3pacTe 45 net [8].

BnusiHMe paHHero notpebaeHna BbICOKOrO yPOBHS 6ef-
Ka Ha PpUCK pasBUTUA OXMPEHUa wuccnegoBanu B 60Sb-
oM MOnNynsuMOHHOM UccneaoBaHuu B EBpone, rae getw,
He nony4yaBLMe rpyaHOro BCKapM/MBaHus, B nepBble 6 Mec
WU3HM yNnoTpebasninm CMECH CO CHUKEHHbBIM A0 12 r/n coaep-
YaHuem 6efKa UM cTaHAapTHYIO MOJIOYHYIO CMECb, COAep-
Wauyto 15 r 6enka B 1 n cmecu. Pe3dynbraTbl MccnefoBaHus
NPOAEMOHCTPUPOBanU 6onee BbICOKME NMOKa3aTenu CKOpo-
CTU pOCTa, KOHUEHTpauMU MHCYTMHOTEHHbIX @aMWUHOKMUCIOT,
WMHCYNIMHA W UMHCynuMHonogobHoro daktopa pocta (IGF-1)
y OeTen, nonyyaBLMX CTaHOAPTHYIO MONIOYHYIO cmecbhb [9].
Mo paHHbIM L.G. Andersen u coaBT., BbiCOKasg CKOPOCTb
pocTa B nepBble 9 MeC XU3HU YBENNYMBAET PUCK Pa3BUTUSA
OXWPEHWUS B dasbHEWLWEM: B rpynne mMnageHueB ¢ caMon
BbICOKOM CKOPOCTbO pocTa oHa Ha 50% Bbllle Mo cpaBHe-
HUWIO C AETbMU CO CPeLHEN U HEBONbLIOW CKOPOCTbIO pocTa

[10]. Mo apyrum OaHHbIM, BbiCOKas npubaBKa mMacchbl Tena
B BO3pacTe OT poXKAEHUS 40 9 MeC MONOXKWUTENBHO Koppe-
nuposana ¢ UMT 1 KONMYECTBOM XKMpa B OpraHn3mMe B BO3-
pacte 17 net [11].

Ba¥HO OTMETUTb, 4TO peyb WAET He TONbKO O paH-
HeM MocTHaTanbHOM Mnepuode. ITO TaKKe KacaeTcs aeTew
BTOPOro Monyrogusi U BTOPOro rofa XM3HW. AganTMBHas
BapuabenbHOCTb MeTabonmama GopMHUpyeTcs B MepBble
2,7 rofa XU3HW, B TEYEHME KOTOPbIX OKpy}Katoulas cpeaa
(1, B 4aCTHOCTH, NUTaHKe) onpeaensetr GeHOoTMN U 0COBEH-
HOCTM MeTabo/nM3mMa Ha BCI Nocneylowyo XusHo [12].
MMEHHO MO3TOMY BCE MCCNeAoBaHUs BAWSHWUS pPaHHEro
nNUTaHKS Ha nocnegyolee 340POBbE BKIOYALOT AeTeN nep-
BbIX 2 /IET, @ HE TO/IbKO NEPBLIX MECALIEB, }U3HU. OCHOBHbIE
pe3ynbTaTtbl 3TUX UCCNELOBaAHMI NMOKa3bIBAIOT, YTO BbICOKas
CKOPOCTb pOCTa B NepBble 2 roja XW3HW yBeIUYMBaET
KO/IMYECTBO XXMpa B OpraHM3me, a TaKkKe Cnoco6CTByeT
6onee paHHeMy MOJSIOBOMY CO3peBaHWIo, MOBbILWAET PUCK
OXUPEHUH, CeplevyHO-CoCYanCTbIXx 3aboneBaHnn U caxap-
Horo gnabeta 2-ro Tvna BO B3poc/siom Bo3pacTe. 1o HeKo-
TOpPbIM [aHHbIM, YBENMYMBAETCA TaKXKe PUCK pa3BUTUSA
paka [13, 14].

METABOJIMMECKME NOCJNIEACTBUSA BbICOKOIO

NOTPEBJ/IEHUA BEJIKA B MNIAAEHYECTBE

Cuctema MHCYNIMHONOAOOHbLIX GaKTopoB pocTa BKIOYa-
eT UHcynuH, IGF-1 n -2, a TakKe 6 6enKoB, CBA3bIBaOLLMX
MHCYNMHoNogo6Hble dakTopbl pocta (IGFBP 1-6). Buono-
rmyeckne oyHKumumn IGF peanuaytotca Yyepes mx peuentopbl
(IGFR). B MHOro4YMCNEHHbIX 3KCMEPUMEHTASBHbIX U KITIMHUYeE-
CKMX MCCnefoBaHUsX NoKaldaHa onpegenswowas ponb IGF-1
B poCTe M pa3BUTUKM nnoga M pebeHKa B NOCTHATalbHOM
nepuoge. AT0T GaKTOp UrpaeT LEeHTpasbHYylO poib B Mpo-
Leccax perynsumm pocta B MnageHdectse [15], 4to noa-
TBEPXAEHO MHOMMMU UCCNEefOBaHUSMU, B KOTOPbIX NOKa3a-
Ha JocTOBepHas Koppensums yposHs IGF-1 ¢ napameTpamu
pocTa pebeHKa rpyaHoro U paHHero sospacTta. 10 MHeHuIo
HEeKOTOpbIX uccnegosatenen, UMeHHo IGF-1 aBngeTcs cBoe-
ob6pas3HbIM MeaMaTopoM, peanusylowmrMm BnsHWe Genka
Ha pocT pebeHKa [16]. [JoKa3aHO, 4TO rofiogaHue pe3Ko
CHWXKaeT KoHUeHTpauuo IGF-1 y B3pochnblX; y AETEN C Hapy-
lWWEeHHbIM NUTaHWeM HabnogaetTcs 6bICTPOE yBeNnnyeHue
KOHUeHTpaumn IGF-1 B KpoBWM B nepuoa peabunutauuu.
CHMKeHne noTpebneHnsa 6enka y 340p0BbIX AeTer NPUBOANUT
K GbICTPOMY CHUXEHWUIO KOHLIeHTpaLuuK IGF-1 [16].

MexaHnam BaugHua IGF-1 Ha pa3BUTME OXMPEHUSN
ponroe Bpemsa 6bl1 HEM3BECTEH. B 3kcnepuMmeHTanbHOM
nccneaoBaHuMM yaanocb ycTaHoBMTb, 4to IGF-1 yyactByet
B npoueccax aguddepeHLMPOBKM NpeaannoLmMToB B aguno-
umMThl. [peagnnoumTel UMEIT Ha MOBEPXHOCTU KIIETOK peLen-
TOPbl C BbICOKOW 4YyBCTBUTENbHOCTbIO K aenctBuio IGF-1.
MoBblweHWe coaeprkanHna IGF-1 B nnasme KpoBU Bbi3biBaeT
aKTUBHYIO AndbepeHUMPOBKY U nponudepaumio agunoum-
TOB, MPUYEM B CPABHEHWUN C APYrMMM KNETKAMMU aanunoumnTbl
pearvpyloT Haubonee akKTMBHO C MaKCUMasbHbIM OTBETOM
Ha gevcteue IGF-1 [17].

CnefyeTt OTMETUTb, YTO BCE XMUBblE OPraHM3mbl 061agatoT
CNOCOGHOCTbIO pearnpoBatb Ha U3MEHEHWE JOCTAaTO4YHOCTU
M OOCTYMHOCTU KIOYEBbIX HYTPUEHTOB, HEOOXOAMMbIX AN
BbXKMBaAHUA. AdanTauus KNeTOK U TKaHeh K W3MEHEHWIo
NOCTYMNJEHUS HYTPUEHTOB ONpeLensieTcd KOMMNIEKCoOM MoJie-
Kyn, perynmpyloLmx npoueccobl aHabonnmamMa n katabonuama.
B ueHTpe aTon cuctemMbl pacnonaraeTcs KOMMJIeKe CUrHasb-



Puc. 1. MexaH13Mbl 1eNcTBUS GENKa Ha pa3BUTUE KUPOBOM TKaHM
B MnageH4yecTBe

Cwmechb c copgepxaHvem 6enka Cwmechb ¢ coaepxaHunem bernka
15 r/n, mHoro UTA 12 r/n, mano UTA

' !

Bbicokoe Mopxenynou- MeyeHb CHuxeHHoe
conepxanve | | Has xenesa (npoayum- l«| coAepxaHue
neviumHa (npoayumpyet pyet nenupHa
(197 Mr%) VNHCYJIVH) IGF-1) (119 Mr%)

BbicOKuin ypoBEHb
nHcynunHa n IGF-1

C a2

BbipaxeHHas akTuBaums

mTOR:

— runepTpoduyeckunii poct
aaMMnoLMTOB;

— cekpeLus nenTuHa;

— MOphOreHes X1MpoBo
TKaHU

CHWXEHHBI YPOBEHb
nHeynuHa n IGF1-1

mTOR — rpynna 6enkos
PErynvpyioLLyx pocT,
nponvdepaumio KIeTok
1 romeocTtas

YMepeHHas
akTnsaums mTOR

MpnumeyvaHme. UIFTA — UHCYNUHOTE€HHbIE aMUHOKMUCOTHI.

HbIX Monieky1 MTOR (CEPUH-TPEOHMH-NPOTEMHKNHA3a), pery-
NMPYIOLNX NpoLeccbl MeTabonnama. B cocTosiHMn BbICOKOro
NOCTYNJEHUSA HYTPUEHTOB NPOUCXOAMT akTUBaLmnsa mTOR, 4yTo
CNYXXWUT CUrHANIOM K npoLeccaM KIeTOYHOro pocTa, akTMBHOM
nponudepaumm n anddepeHunpoBku. IGF-1 n -2 asngtorcs
MOLWHbIMK aKTMBaTopamMn MTOR M cnoco6CTBYIOT GbICTPO-
My YBENMYEHMWIO pocTa M Mmacchl Tena pebeHKka. OaHako
KoYeBbIM akTnBatopoM MTOR sBNSAOTCA HEKOTOPbLIE aMK-
HOKWMCNOTbI, B YACTHOCTU aMWHOKMCNOTbl C Pa3BETBEHHON
uensto (puc. 1). Baaumopgencrsme amuHokucnotr ¢ mTOR
ocyllecTBasieTcs MeMbpaHOCBA3aHHbIMU 6elkamu, obecne-
YynBalLlWMMK nepepady curHana. OHM y4acTBYIOT B OAHOM
13 NepBbIX 3TANoB nepefayn curHana U3BHe KIETKU U, KaK
npaBuo, perynnpyroT nponndepaumio KNetox [18].

CMecur Ha ocHoBe 6€eNKOB KOpPOBbLEro MOJIOKa obecne-
YMBaIOT CaMO€ BbICOKOE COAEepKaHWe aMUHOKMUCIOT C pas-
BETB/IEHHOW LENblo (TENLMH, U30SIENLMH, BalUH), KOTOPblE
NMOBbLILWAIOT CEKPELMIO MHCYNUHA B-KIeTKaMuU MNoLXKenynou-
HOW enesbl u ypoBeHb IGF-1. JlenunH aBngeTcs Meanaro-
pPOM CKOPOCTHU pocTa y miekonutatowmx. CoyetaHue BbICO-
KOro COAepaHus NerunHa B AETCKOM CMecHu, MPOoAyKLUM
nHcynnHa un IGF-1 Bbi3biBaeT 6bicTpyto aktuBaumio mTOR ¢
yCKOpeHueM pocTa n nponudepaumen knetok [19].

[pyrasa o4veHb BaxkHasa ¢yHKUuMas mMTOR — curHanb-
Haf MHTerpaumsa W perynsunn MMMYHHOW cucTeMbl. Kak
W MpU YBENMYEHUU PUCKA OXMPEHUS, UMMYHHasA GYHKLUMA
mTOR cBsi3aHa ¢ aMUHOKUCNOTaMU. CHUKEHME coaepKaHus
3CCeHLManbHbIX aMUHOKMUCIIOT COMPOBOXAAETCH aKTUBaLU-
€1 TeHOB, KOAMPYIOWMX MPOAYKUMIO TPaHCKPUMLUMOHHOIO

dakTopa FOXP3 T-perynsTOpHbIMU KIETKaMu, 4YTO MO3BO-
NeT CHU3UTb BbICOKYD aKTMBHOCTb WMMMYHHOrO OTBeTa.
MN36bIToYHaa aktuBauus MTOR amMuHOKMcnoTamMu (nenuu-
HOM) yBenn4nBaeT NPOAYKUMIO IPPEKTOPHbBIX KNETOK U CHU-
aeT npoayKkumto T-perynsaTopHbIX KNETOK, YTO yBENMYMBaET
PUCK Pa3BUTUSA aIEPrMYECKUX COCTOSAHUI. [lo-BuaMMOmy,
Komnnekc mMTOR aBAsieTCs KNOYEBLIM PErYIATOPOM M MeTa-
60/1M4eckon OGYHKLUMU, U aKTMBHOCTU KIIETOK MMMYHHOWM
cuctemsl [20].

MoBTopsitowascs aktmBaums mTOR npu perynspHom
noTpebneHn MOBLILEHHONO YPOBHS MOJSIOYHOro Genka B
MafeHYecTBe CBA3aHa C HapylleHNeM 340pOBbS BO B3pOC-
nom Bo3pacTe. Takne 3aboneBaHWs, Kak caxapHbii agnabet
2-ro TUNa, OXMpPeHue, apTepuanbHas rUNepTeH3us, pak
(B OCOBEHHOCTU paK npocTaTbl), CBSA3aHbl C WM36bITOYHOM
aKTMBaLMen curHanbHoro Komnnekca mTOR. MNMoTpebneHune
MO/IOKa B 60/1bLLIOM KONMYEeCTBE (COOTBETCTBEHHO, C 60Sb-
LWMM KONM4yecTBOM 6enka) MoBbllaeT akTMBHocTb MTOR,
4YTO MPUBOAUT K YBENIMYEHMIO PUCKA Pa3BUTUSA «BONe3Hen
UMBWUAM3ALMK» N ABNSAETCS BaXKHbIM MEXaHM3MOM WX pas-
BuTHA [18, 21].

NEPUOJ BBEAEHUSA NPUKOPMA: TPYAHOE

MOJIOKO U NOC/IEAYIOLWAA AETCKAAA CMECb

BTopoe nonyrogne *1M3HU CBA3AHO C NepeBOAOM pebeH-
Ka (B c/lly4yae MCKYCCTBEHHOIO BCKapM/MBaHWS) Ha nocne-
AYIOLYI0 CMeCb, COAeprKallylo 6ofiee BbICOKMM YpPOBEHb
6enKka Mo CpaBHEHWIO CO CTapToBOM (GOPMYNON, MNOITOMY
aaunoreHHoe AencTBMe MOMOYHOM COCTaBAIOWEN paLMoHa
MnageHua ycunvBaeTcsl. YpoBeHb 6enka B nocneaytowen
cmecu BapbupyeT ot 1,5 go 1,8 r/100 mn. Takmum obpa-
30M, KONMYecTBO notpebnsemoro 6enKka B Bo3pacte 6 Mec
yBENMYMBAETCSA MPaKTUYECKM BABOE C Y4E€TOM TOro, 410
obuiee KoMM4ecTBO 6Genlka B rPyagHOM MOJSIOKE MNOCTEeNeH-
HO CHMWaeTcs, COCTaBAsAs K LWeCTMMecsS4YHOMYy BoO3pacTy
0,8 r/100 mn. [lenctButenbHO, Nocaeayolas CMech C NOBbI-
LUEHHON KOHLEHTpauuen 6enka coaepxut 154 mr neunuyu-
Ha/100 mA, B TO BPEMS KaK rpygHoe MOJSIOKO Ha 7-M MecC
nakTauuu cogepxut 104 mr nenumnHa/100 mn. Taknum o6pa-
30M, Yy pebGeHKa BTOPOro nofyroaus »KW3HW, NosyvatoLlero
WCKYCCTBEHHOE BCKapM/IMBaHWe, COXPaHAETCS BbICOKas CKO-
poCTb pocTa, BbicoKas aktuBaunsg mTOR [19].

BBegeHne NpoayKToB MpMKOpMa, Npexae BCEro Kallu,
MSICHbIX MPOAYKTOB, XapaKkTepuayeTcs elwe 6onblnm yBe-
nnyeHnem notpebnenuns 6enka. OQHaKO He KarKabli 6enokK,
nosy4aemMblt ¢ NPUKOPMOM, o6nafaeT aaunoreHHbIM Aen-
CTBMEM U BAunseT Ha cuctemy IGF-1. Tak, Hanpumep, B JaHunu
NPOBOAWAN OPUTMHANbHOE WCCAefoBaHWe, MOCBSLIEHHOE
B/IUSHUIO 6enKka NpPoAyKTOB Ha ypoBeHb IGF-1: 3 rpynnbl
neten B Bo3pacTte 2,5 neTt noayvyanaum pauMoH C MNOBbILIEH-
HbIM COAEpPKaHWEM MSCHOro, PacTUTENbHOrO0 MAM MONOY-
Horo 6enka [22]. MNMokasaHo, 4YTO cnycTa 7 [AOHeh 6Genok

Ta6nuua. BnvsaHve 6en1KoB pasM4yHOro NPOUCXOXKAEHUS Ha COAEPIKaHNe CbiBOPOTO4HOro IGF-1y aeTen (Mo faHHbIM [22])

Bup 6enka, r/cyt sIGF-1, Hr/mn* p
MKMBOTHbIN 610K 1,4+0,53 0,013
PactuTenbHbli 6e510K 0,12 +1,00 0,909
MonoyHbit 6enoK 0,049 + 0,024 0,045
Benok msaca 0,15+0,17 0,368

lMpumevaHne. * — U3MEeHEHWEe KOHLLEHTPaLMK CbiIBOPOTOYHOMO IGF-1 K 7-My AHIO UCClefoBaHUSA B CPABHEHUU C UCXOLHBIMU 3HAYEHUAMM.
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OGMEH onbITOM

Puc. 2. Coaepkatue IGF-1 B nnasme KpoBM y feTen, NonyyHaBLImx
rpyAHOE MOJSIOKO MM cMecH (Mo AaHHbIM [25])

Puc. 3. CogeprkaHue IGF-1y getei, nonyy4aBLIMX CMeECH
C pasnyHbIM cofeprkaHnem 6enka (no gaHHbIM [31])
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Msca He Bbi3blBasl NOBbIWeEHUS cogepxaHus IGF-1 (tabn.),
a, 3HauuT, He o6nagan BblpaXKEHHbIM aAWMNOreHHbIM Aew-
CTBMEM. Y WEeCTUMECHAYHbIX AEeTeNn, MNoJyvyaBLIMX MSCHOW
NMPUKOPM WM MOJIOYHYIO Kally, OTMeYeH 6Gosiee BbICOKUM
TEMMN pocTa Tena 6€e3 MOBbIWEHUS COAEPKAHUSA KUPOBOM
Maccbl [23].

OTW AaHHble CBMAOETENbCTBYIOT O TOM, Y4TO MOJIOYHbIV
6enoK yBenumuusaet npoaykuuio IGF-1, npuyem, no pacye-
TaMm, yBennyeHue notpebneHma mosoka ¢ 200 go 600 mn/cyT
NPUBOANT K YBENTIMYEHUIO COAEPKaHUS CbiBOpOTOYHOro IGF-1
Ha 30%. Heob6xoaAMMO OTMETUTb, YTO Yy [AETeW C BbICOKUM
ypoBHeM IGF-1 B MnageH4yecTBe nporpammupyetca 6onee
BbICOKOE ero cogepxaHue B Bo3pacTe 5 net [24].

Y geten, nonyyaBlUMX CMECU CO CTaHAAPTHbIM YPOBHEM
6enka (14 r/n) 3aduKcuMpoBaH POCT KOHUeHTpauun IGF-1
B NepBble MeCsLbl XW3HU MO CPaBHEHWUIO C AETbMW, MOy-
YaBLIMMK FPyaHOE MOJIOKO (puc. 2) [25].

CBA3b cogepaHua IGF-1 ¢ puckom pa3BuUTUS paka 13y-
Yyanu B HECKOJIbKMUX 3MUAEMMONOIMYECKMX UCCIEA0BaHUSX.
1o HEKOTOpbIM AaHHbLIM, MOBbIWEHWE coaepxaHusa IGF-1
NPUBOANT K YBEMYEHUIO PUCKA Pa3BUTUSA paKka MOOYHOM
enesbl, NpocTaThl U KONOPEeKTaNnbHOro paka [26]. Cneayet
06paTnTb BHMMaHWE Ha CylWeCcTBOBaHWE OTIMYMUIA B MeTa-
601MYEeCKOM OTBETE MaNbyiMKOB W AeBoYeK. 1o AaHHbIM
R. Closa-Monasterolo 1 coaBT., noTpebieHne cMmecem ¢ HU3-
KUM WM BbICOKMM COAEPXKaHMEM B6enKka No-pasHoMy BAUS-
/10 Ha NpuBaBKy Macchl Tefla U 3aBUCESO OT Nnona pebeHKa.
TaK, y AeBOYEK, NONy4aBLIMX BbICOKOGENKOBYIO CMECH, Obi
Bbilwe ypoBeHb IGF-1, HMke yposeHb IGFBP, 6onee BbicOKoe
cooTHoweHne C-netua/KpeatnHuH. KOHUEHTpaunsa nentm-
Ha Oblfla TaKKe Bbllle y JeBOYEK, U €ero YypoBEHb KOPpPENU-
poBan ¢ TakoBbiM IGF-1 [27]. MOXHO NpeanosioXuTb, 4TO
dopmupoBaH1Me MeTaboNMYECKOro U TOPMOHaNbHOro oTBe-
Ta Ha BbICOKOGENKOBYID CMECb 3aBUCUT OT nofia pebeHKa
¢ 60/1ee BbICOKMM OTBETOM Y AE€BOYEK.

NYTU CHUXKEHUS BEIKOBOW HATPY3KH

HA NMEPBOM roaly XXM3Hu

B HacTosLee BpeMs CHUKEHUSA COJIEPKAHUSA OE/TKa MOXK-
HO 106GMTbCS KaK B CTapToBOM Gopmyne, TaK U B MNOcneayto-
LWen OEeTCKOM MOJIOYHOW CMECH, OAHAKO CHUMEHWE YPOBHS
6enka [0 12 r/n oka3anocb AOCTAaTOYHO C/IOXKHOW 3a4ayen,
NMOCKOJIbKY NMPOCTOE CHUXEHWEe KonnyectBa 6enka npu cylle-
CTBYIOLMX MCTOYHMKAX GENKOBOro KOMMOHEHTa He Mo3BO-

NI9N0 NONYYUTb afleKBaTHbIN YPOBEHb BCEX 3CCEHLMANbHbIX
aMUHOKMUCNOT.

CaenaHo HEeCKONbKO MOMbITOK CHU3WUTb YPOBEHb 6efka
B cMecax. Hanpumep, B pabote B. Lonnerdal n coaBT. ang
BCKapM/IMBaHUS [eTel MCMoNb30Baiv CMECU CO CHUIKEH-
HbIM cofepraHueM 6enka (min 13 r/n) n pasnmMyHbIM COOT-
HOLIEHNEM CbIBOPOTOYHbLIX BENKOB K KasenHaM. HecmoTps
Ha afieKBaTHble NoKa3aTenu pocTa u NnpubaBKM Macchl Tena,
y BCex AeTen 6blna CHUMeHa KOHLUEeHTpauus TpuntodaHa
B nna3sme Kposwu [28]. TpuntodaH, 9BAASCL NpeawecTBeH-
HMKOM CEpOTOHMHA, OKa3blBaeT CYLLECTBEHHOE BlUSHUE
Ha noBeAeHYecKue peaKkunn pebeHKka. Ero HegocTaTok Bre-
4yeT 3a co60oM HapyleHWe CHa, HaCTPOEeHUs U ApPYyrux nose-
[IeHYeCKnx peaKkuuin. CylecTByoT JoKa3aTeNbCTBa Toro ¢ak-
Ta, YTO CHUXKEHME CoAeprKaHus TpuntodaHa B Nia3me KpoBu
y B3pOC/bIX HapyllaeT 6GUOPUTMblI — LIMKIIbI CHa—604pCTBO-
BaHusA. YyutbiBaa 310 sABneHue, L.A. Steinberg n coasT.
uccneaoBanu ypoBeHb TpUNTOpaHa Yy AeTer, NnonyvyaBLuMX
CTaHOapTHYIO cMmecb, cogepxKallyto 15 r 6enka/n, u cmecb
CO CHMWXXEHHbIM ypoBHeM 6enka (13 r/n) ¢ pob6aBneHnem
pasnMYHOro KosiyecTBa TpuntodaHa [29]. M3BeCTHO, 4TO
NPUYNUHA CHUMKEHUS KOHLIEHTpaLuuK TpuntodaHa faxe npu
NOBbILIEHHOM COAepKaHuM 6eflka B paunoHe MOXKET 6blTb
CBfi3aHa C TeM, YTO KPynHble HENTPanbHble aMUHOKUCNOThI
M TpunTodaH NepeHoCcATCs C MOMOLLbIO OAHOW WM TOW Ke
TPaHCMOPTHOM cUCTEMbI. KNMHUYECKMe uccnegoBaHus noka-
3bIBAlOT, YTO MOBbILEHWE YPOBHSA Ge/lKa MOXET NPUBECTU K
CHWXXEHWIO cofepaHus TpuntodaHa B nna3me kposu [30].
L.A. Steinberg n coaBT. NOKa3anu, YT0 Npu BCKapMIMBaHUu
CTaHAapTHOM CMECbIO Y AeTEN MMEET MECTO CHUXKEHUE YpOB-
HS TpunTtodaHa, B OTAM4YME OT rpynnbl AeTei, nonyvyaBLumX
cMecb, ob6orauleHHyto TpuntopaHoMm. [pn 3TOM COOTHO-
weHue TpuntodaH/KpynHbole HeNWTpanbHble aMWHOKUCAOTbI
SBASNOCH NPOrHOCTUYECKMM GaKTOPOM Pasnunyuni B naTeHT-
HOCTU CcHa (Nepuof OT YKnafblBaHWUA B MOCTeNb 4O HacTy-
nneHna cHa) y aeTen, KoTopas Oblia AOCTOBEPHO Gonbluewn
y [eTeun, noayyaBlUMX CTaHAApPTHY CMeCb, B CpaBHEHWU
C AEeTbMW, ynoTpebnsaBwUMU obOoralleHHylo TpuntodaHom
CMEeCb WK rpyHOE MOMOKO [29].

Pewwntb BONpoc 6eN1KOBOro KOMMOHEHTA CMECH yaanochb
B Hay4yHO-UCCefoBaTeNlbCKOM LieHTpe KomnaHun Nestle
(WBenuapus) 3a cyeT oboralieHUss NpoaykTa a-NakTaib-
6YMUHOM, cofepralMm HanboNnbLIMM NPOLEHT TpMnTodaHa,
W yaaneHuem u3 coctaBa OAHOro M3 GEIKOB — Ka3EeWHIK-




KoMaKponenTtuga. [onydyeHHbIM BapuaHT 6enKka cogepxan
BbICOKMI ypoBeHb TpunTodaHa, a TaKKe BCe ocTafbHble
3cCceHuUMnanbHble aMUMHOKUCAOTbl. MHOFOYMCIEHHbBIE KIWUHU-
yecKkne uccneposanus npoaykta NAN 1 OPTIPRO nokazanu
ero 6e30nacHOCTb M BbICOKYIO K/IMHMYECKYD 3bPEKTUB-
HOCTb. B 4acTHOCTH, MCNO/Ib30BaHWE CMECH C HOBbIM BGEIKOM
NO3BOJSIMNIO CHU3WUTb codeprkaHue IGF-1 y peten (puc. 3)
[31]. 3Tn uccnepoBaHms gann BO3MOXHOCTb MPUMEHUTb 3Ty
3anaTteHTOBaHHYI0 TEXHOJIOrMI0 B CO3[aHMK Mocneayowen

KOH®JIUKT UHTEPECOB
0.K. HeTtpebeHKo coTpyaHunyaeTt ¢ KomnaHuen Nestle.
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Bbnarogapsi KOMGUMHUPOBAHHBIM BaKLMHaM, COAEPIKALLMM GECKIETOYHbIN KOKIIOLLHbIM KOMMOHEHT M 06/1aAat0LLNM HU3KOM
PEaKTOreHHOCTbIO, YBE/INYUBAETCS OXBAT HacCeseHUsi UMMYyHU3aunen npoTUB yrpasBsseMblX MHOEKUuH. Bmecte ¢ Tem
6e30MacHOCTb BaKLMHaLUnn AeTeN ¢ pas3anyHbIMU OTKIIOHEHUSIMU B COCTOSIHMM 3[J0POBbSl, @ TaKKe MMEeKLMX B aHaMHe3e
HEeZJOHOLEHHOCTb, TPebyeT AOMOJIHUTENIbHOIrO U3y4yeHusl. B cTaTbe npeacTaB/ieHbl pe3ynbTaTbl aHa/in3a PeakToreHHOCTH
rneHTaBaKUUHbI Ans geten AaKAC-UTNB/XUB npu nepBUYHOM BaKLUMHaLIMK U peBaKUMHaLUMU HEAOHOLLEHHbIX AeTen (n = 85),
a TakKe BaKUMHalUMn 3J0P0BbIX JOHOLEHHbIX geTen (n = 1433), npuBUTbIX B COOTBETCTBUM C HaLmoHanbHbIM KaneHaapem
npo@uaaKTM4eCcKmx MPMBMBOK C OTCTaBaHMeM Mo CPOKaM. YacToTa nocTBaKLUMHaAbHbIX PeaKUmUi B rpyrnne AeTeH, POxAeH-
HbIX HE[JOHOLLIEHHbIMM, 1 Y 340POBbIX AETEN HE pasindanack U coctaBuna 41,2 n 45,0%, obiymx peakuymn — 18,8 n 22,4%,
MeCTHbIX peakumi — 25,8 u 27,9%, cooTBeTCTBEHHO. [ToCTBaKLMHa AbHblE peaKkLmmn 6bln c1abo UM yMepeHHO BbIPAXKEH-
HbIMHW, He TpeboBan J€YEHUS MU MPOXOANSIN MOJHOCTbIO K KOHLY 3-X CYT nocTBaKUuHa bHoro nepuoga. OqHoBpeMeHHoe
BBeJIEHUE MeHTaBaKLUMHbl C BaKLMHON MPOTUB renatuta B uin KOHbIOrMpoBaHHOW MHEBMOKOKKOBOM BaKLIMHON y AETEH,
POXAEHHbIX HEJOHOLEHHbIMM, HE B/IUSI/IO HA TEYEHUE MOCTBAKLMHA bHOIo nepmnoaa. PeaKkToreHHOCTb NeHTaBaKLMHbI yBe-
JIMYMBaiaCb BMECTE C KPaTHOCTbIO BBEEHUS] BaKLIMHbI B NEPBUYHON CEPUMU BaKLIMHALIUHA.

Knro4eBbie cnoBa: HeOHOLIEHHbIE AETHU, BaKLUMHALIMS, PEAKTOr€HHOCTb, NeHTaBaKLUMHa, KOKJ/KLW, AUPTepusl, CTONBHSK,
roJIMOMNENTNT, reMopusibHas UHpeKUMs Tuna b.

(Ana ynTupoBanmsa: HoBukoBa [.A., HamazoBa-bapaHosa J1.C., lanBopoHckas A.T., bpoesa M.W., ®enoceeHxko M.B.
OueHKa 6e30NacHOCTU NPUMEHEHMS NeHTaBaKLUMHbl Y HEAOHOLWEHHbIX AeTen: onbIT LleHTpa cemenHomn BaKuuMHonpobunak-
TUKKW. Boripockl coBpemeHHou neanatpumn. 2015; 14 (3): 392-395. doi: 10.15690/vsp.v14i3.1376)

BBEAEHUE paHHero Bo3pacTta [1-3]. OCO6eHHO aKTyaslbHbl BOMPOCHI
MocTosiHHOE YyCOBEPLIEHCTBOBAHUE NMPUBMBOYHbIX MPO- BaKLUMHALMUM HELOHOLWEHHbIX AETEN B CBA3M C UX CKIIOH-
rpaMmaM MNo3BOJIAET KOHTPOAMPOBATb OCHOBHblE MHPEK- HOCTbIO K psay UHOEKLMN U TAXKECTbIO TeYeHus 3aboneBa-

LIMOHHblEe 3ab0neBaHus, B T.u. yrpoxaruwue Xn3Hu netem HUW. TaK, NPU KOKJIOLWE B NepBble MeCSLbl *XU3HU OTHOCK-
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Safety Analysis for Pentavaccine Used in Premature Infants:
Family Vaccination Centre’s Experiment

Combined vaccines containing non-cellular pertussis component and having low reactogenicity, increase vaccination coverage against
controllable infections. However, the safety of vaccination in children dealing with health issues, as well as those having a history
of premature infancy, requires additional research. The article presents reactogenicity analysis for the DTP-IPV/HIB pentavaccine
during primary vaccination and revaccination of premature infants (n = 85), as well as vaccination of mature newborns (n = 1433)
inoculated in accordance with the national Vaccination Calendar behind the schedule. The occurrence of post-vaccinal reactions in the
premature infant group was the same as in the mature infant group and amounted to 41.2% and 45.0%; the occurrence of common
reactions was 18.8% and 22.4%; local effects measured 25.8% and 27.9% respectively. Post-vaccinal reactions were either weak or
moderate, not requiring treatment, and they would completely disappear by the end of the third post-vaccinal day. Simultaneous injection
of pentavaccine and Hepatitis B vaccine and pneumococcal conjugate vaccine in children with a history of premature infancy, showed
no influence during the post-vaccinal period. The reactogenicity of pentavaccine increased along with the vaccination ratio during the
primary series of vaccinations.

Key words: premature infants, vaccination, reactogenicity, pentavaccine, pertussis, diphtheria, tetanus, poliomyelitis, Haemophilus
influenzae type B.
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TeNbHbIA PUCK CMEPTU A1 HEAOHOLWEHHbIX MO CPaBHEHWIO
C WX [OHOLUEHHbIMW CBEepCTHUKamu coctaBnsetr 1,86 [3].
MN3-3a ocobeHHOCTEN GOPMUPOBAHUSA U Pa3BUTUS BPOHXOSEe-
FOYHOW CUCTEMbI Y HEJOHOLEHHbIX AeTel MHEBMOKOKKOBas
MHOEKUMSA MopaXKaeT MX B NEPBYIO 04ePeb, @ OTHOCUTENbHbIN
PUCK MHDEKLMK, BbI3BaHHOW Haemophilus influenzae Tvna b
(XMB), coctaBnset 1,5 [2-4]. B cBA3M ¢ 3TUM pas3paboTka
NnepcoHanM3npoOBaHHOro KaneHaaps BakuMHaLuMu ¢ UCMosb-
30BaHNEM COBPEMEHHbIX KOMOWHWPOBAHHbIX BaKLWH, CHU-
aloLWMX MHBEKLMOHHYIO Harpy3Ky M o6najatolmx BbICOKUM
npodunem 6e30NacHOCTY U UMMYHOT€HHOCTH, ABASIETCH MPU-
opuTeTHOW 3ajadver B codepe 3alunTbl OT MHPEKLMOHHbIX
3ab0neBaHWi eTen, POAMBLUMXCA NPEXAEBPEMEHHO.

lepeyncneHHblM Bblle KPUTEPUAM COOTBETCTBYET
BMepBble NMueH3npoBaHHasa B 1997 r. B LBeunn v 3aperu-
cTpupoBaHHas B Poccuun B 2008 1. nATMBaneHTHas BaKLUHa.
OHa npeacTaBnsgeTr cob6oi KOMOGUHMPOBAHHLIM Mpenapar,
coAepralimi 2 KOMMOHEHTa auenloNsipHON KOKIIOLWHOM
BaKUWHbl (KOK/IOWHbIA aHaTOKCUH U  dUNaMEHTO3HbIN
remMarritoTUHNUH), AMDTEPUMNHBIN U CTONBHAYHbLIM aHAaTOKCH-
Hbl, MHAKTMBUPOBAHHYIO MOAMOMUENUTHYIO BaKuuHy (MUIB)
W BaKUMHY NPOTMB MHOEeKuuu, Bbi3biBaeMon XWbB. Bak-
LMHa BKAOYEeHa B rpad®uKn BaKUMHALUMK AeTeN pasfinyHbIX
CTpaH Mupa (Kak Ha NepBOM oLy W3HW AN NepBUYHON
BaKUMHaUMK, TaKk WU ONa peBaKuMHaUUKM Ha BTOPOM rofy).
B MHOroOLEHTPOBLIX UCCNeOBaHUAX CBOWCTB NeHTaBaKUM-
Hbl JOKa3aHa 6e3onacHocTb [5], Xxopolasa NepeHoCuMOoCTb
1 BblCOKas UMMYHOIr€HHOCTb NnpenapaTta B OTHOLEHWN BCEX
@HTUIreHOB, BKJIIOYEHHbIX B €r0 COCTaB, MPW UCMNOJIb30BaHUK
pasHbIXx rpadmKoB BaKLKUHaALMK [6, 7].

BHeagpeHne B NpPaKTUKy KOMOWHUMPOBAHHbLIX BaKLMH,
coAeprallmMx OECKNETOUYHbIA KOK/OWHbBIA KOMMOHEHT MU
obnafjaloumx HU3KON PeaKTOreHHOCTblO, eAMHOIMacHoO pac-
LIEHMBAIOT KaK BO3MOMHOCTb YBENM4YWUTb OXBaT BaKLMHa-
uMen npotuB ynpasfiseMblX UHPEeKLUun, oCOBeHHO cpeam
feTel ¢ OTK/IOHEHMAMM B CcOCTOSIHMKM 3a0opoBbs [3]. Cornac-
HO MeToaMYecKMM YyKadanmam MY 3.3.1.1123-02 «MoHu-
TOPUHT MOCTBaKUMHANbHbIX OCTIOXHEHUK U UX NPOPUIaKTH-
Ka» (YyTB. [NaBHbIM rocyAapCTBEHHbIM CaHUTapHbIM BPa4yoM
P® 26.05.2002 r.), n. 9.2, pekomeHayeTca NpuBMBaTb HELO-
HOLLUEHHbIX AEeTeW BCEMM BaKLMHaMW nocne crabwunusauuu
UX COCTOSIHMA Ha dOoHe afleKBaTHOM NpubaBKW Beca U MNpwu
UCKJTIOYEHWW NPOTUBOMNOKa3aHWn. TeM He MeHee HeJOHOLLEH-
Hble AEeTW MNO-MPEeXHEMY COCTaBAAT 3HAYUTENIbHYIO [OMI0
HEMNPUBUTBIX UM HECBOEBPEMEHHO NPUBUTLIX AeTen [3, 8, 9].

B HacTosiLee BpeMs umeetcs psag nybavKkaumi o pesysib-
TaTax POCCUMCKOro OnblTa BaKLUMHALMKU WM peBaKUMHaLWUK
NATUKOMMNOHEHTHOM neanaTpuyeckon BakuuHon AaK/C-
UMB/XUB KaK 300poBbIX AeTeW, TaK M OeTen C HeBPOso-
rMYECKOW W annepruyeckom nartonoruen, ¢ nepBUYHOM
MMMYHHOW HEeOOCTaTO4YHOCTbIO, 4acTo 6onetwmnx pecnupa-
TOPHbIMU UHOEKLMSAMU, a TaKKe WMMEIOWMX B aHamHese
peaKkuun Ha NpeawecTBYIOWYO BaKUUHALUMIO LeNbHOKe-
TOYHOW KOKOWHON BakumHoM [10]. JaHHbIX O KOHCONWUAMK-
POBAHHOM OMbITE UMMYHU3ALUN NATUKOMNOHEHTHON BaKLM-
HOW HEJOHOLWEHHbIX AeTen ony6IMKOBaHO He 6bIno.

PE3Y/IbTATbl COECTBEHHbIX HAB/IIOAEHUM

Huxke npenctaBneH aHanuM3 6e30MacHOCTU MPUMEHe-
HUA NATUBANEHTHOW neauaTpuyeckon BaKuUWHbl AaK/C-
HUIMB/XUBb Ha npumepe aeten B Bo3pacte OT 6 mec Ao 3 neT
C HE[IOHOLIEHHOCTbIO B aHamMHe3e (reCcTalnoHHbIM BO3pacT
< 38 Hep) M 300pPOBbIX AOHOWEHHbIX AETEN C OTCTaBaHWEM
Nno CpOKaM BaKUMHaLWW, yCTaHOBMEHHbIM HauwnoHanbHbIM
KaneHgapeMm npoduiakTMYecKMx NpUMBUBOK. HabnogeHue
OCyLEeCTBNSANOCh B OTAE/IEHUN BaKUMHOMPOPUNAKTUKK AeTen
C OTK/IOHEHUSIMUM B COCTOSIHUW 300POBbS KOHCYLTUBHO-AMNAr-
HOCTUYEeCKOoro LeHTpa NHcTuTyTa npodunaktmieckon negu-

aTpMM U BOCCTAHOBMWTENBHOIO fle4yeHnss Hay4Horo ueHTpa
300poBbs geten (MockBa). lNepnoa HabnaeHns — ¢ aHBa-
ps 2014 no depanb 2015 T.

Pa3pelleHve Ha BaKuMHauUMIO OETU Mofyyanu nocne
ocMOTpa NneavaTtpoM C Yy4eTOM 3aK/YeHUs U peKomeHaa-
UMM Y3KMX cheunannctoB (N0 HeobXo4MMOCTM HEBPOJO-
ra, rematosnora, Kapauonora, anfnepronora) u MHCTPYKLMK
K npenaparty. OT poguTenen 66110 NoNy4yeHo MHOOPMUPOBaH-
HOe cornacve Ha NpoBeAeHWEe MaHWMyNaUMKM U Mocneayto-
LLyt0 06pabOoTKY NepPCOHasbHbIX AAHHBbIX.

MpK oLEeHKe PeaKTOreHHOCTU Yy4MTbiBanu MNosiBieHWe B
NoCTBaKLUMHanbHOM nepuoae (40 5 cyT) 06LWMX (AUTENbHbBIN
nnady, noBbileHWe TemnepaTypbl Tena 4o 38—39 U Bbllwe
39°C, BANOCTb, KanpmM3HOCTb, pa3aparKUTENbHOCTb, CHUXKE-
HWe anneTuTa) U MECTHbIX (TMNEPEMMUS U MPUMNYXIOCTb pasme-
poM OT 2 cM B AMameTpe, 601b Npun HagaBAMBaAHUM) CUMNTO-
MOB. MOHWTOPUPOBaHWE COCTOSIHMUA MaLMEHTOB MPOBOAMN
nocpeacTsoM TenedoHHOro onpoca poautenen. B cnyvae
nosiBAEHWS NOCTBAKLMHaNbHOM peakumnn geten ocMatpmaan
neguarp.

MoacyMTbIBaNM YUCNO NALIMEHTOB, UMEIOLLMX TE WU UHbIE
HexenaTenbHble SBNEHUA B MOCTBaKLUMHaNbHOM nepuose,
OCYLLECTBNSNN CPaBHEHWE B rpyrnne HeAOHOLWEHHbIX AeTen
W AETEN, POXKAEHHbIX B CPOK. NpOn3BOAMNM OLIEHKY 3aBUCH-
MOCTM NOCTBaKLMHaNbHbIX PeaKL M OT KPaTHOCTU BBEAEHMS
NneHTaBaKLUMHbl 1 €e COBMECTHOIO NMPUMEHEHUS C APYrHMM
UMMYHOOWONIOrMYECKUMK MNpenapaTtaMy B pPamMKax Hauumo-
HanbHOro KaneHaaps.

B nepuwon HabntogeHMs nNepeHoCMMOCTb NeHTaBaKLUMHbI
Oblla OLleHeHa Y BCeX HEAOHOLEHHbIX AeTer, MOayYUBLUMX
ee B KayecTBe MNEpBMYHOW Cepuu W Ans peBaKuuHauuu
(ocHoBHas rpynna; n = 85). [leTel, poAUBLUMXCS C recTa-
LIMOHHbIM BO3pacToM < 32 Hea, B Habnogaemon rpynne
6b1n10 14 (16%), ¢ rectaumoHHbIM Bo3pacTom 33-35 Heg —
28 (33%), 35—-37 Hep — 43 (51%) yenoBeka. CpeaHui Bo3-
pacT NOCTYNUBLUMX ANS BaKUMHALMWU HEAOHOLWEHHbIX AeTen
coctaBun 11 = 2 mec. lNpn 3TOM HaMu 6bII0 OTMEYEHO,
4YTO rNyOGOKOHEAOHOLWEHHbIE AeTu (recTaluMOHHbIM BO3pacT
< 32 Hef) Ha4yMHaoT BaKLMHALMIO 3HAYUTENbHO MO3XKeE, YEM
[lIeTW, POAMBLUMECS C recTalMoHHbIM Bo3pacTtom 35-37 Hef
(16 £ 4 1 6 £ 2 Mec, COOTBETCTBEHHO; p < 0,05). B MOMEHT
obpallleHns 6poHxosieroYHas ancnnasuns obina obHapyKeHa
y 28% peten, peTMHonaTns HeloHOLWEeHHbIX — Yy 18%, aTonu-
YyecKun gepmatut — y 46%, OeTCKuin uepebpanbHbin Napa-
nmy —y 16%, 3afepKa ncuxopevyeBoro pas3sutua —y 25%,
KOMMEHCHMPOBaHHbIE BPOXKAEHHbIE NOPOKM cepaLa — Yy 6%,
HedbPOTUYECKMIN cuHApOM — Yy 4%, paxuT 2-n cTeneHn —
y 19%, runotpodpusa 2—3-i ctenenm — y 14%.

[pynny cpaBHEHWUS cOCTaBWAM 340pOBble AeTh (n = 1433),
npuMBuUTbIE C OTCTaBaHMEM MO cpokam. CpeaHun Bo3pacT
faeten aton rpynnel coctaBmn 10 £ 3 mec.

MNocne BaKuuMHauuu y AeTer, UMEBLLUMX B aHaMHe3e
HEeAOHOLWEHHOCTb, He 6blN0 OTMEYeHO 0B6OCTPEHUs OCHOB-
HOro 3abosieBaHWs [axke B OTdaneHHble (4o 4 Hen) cpo-
KW. 3a nepuoj aKTUBHOro HabMloAeHWsA HalluMx nauueH-
TOB (A0 5 cyT nocne NpoBefeHHOW MPUBUBKKM) OTMeYanachb
XxopoLlas nepeHocuMocTb neHTaBaKuuHbl AaKAC-UMB/XUB;
obuwne M MeCTHble MOCTBaKUMHaNbHble peakuuMu HOCKK
oXuaaembl xapakTtep. O6lWMe W/UNKM MeCTHble Hexena-
TenbHble ABNEHWUS ObiM 3aperncTpupoBaHbl y 645 (45%)
300poBbix geten u 35 (41,2%) aeten, poanBLLMXCA HEOOHO-
LIEHHBIMU, UMEIOLUX XPOHMYECKME 3aboneBaHus (Tabn. 1).

Y nauneHTOB OCHOBHOW rpynnbl M3 06WMX peaxkuun
npeo6najann HapyweHue annetuTta, Kanpu3HOCTb U pas-
AparkutenbHocTb. HWM y ogHOro n3 Habngaembix Hamu
aeTen, UMeLWmMX B aHamHe3e HEeJOHOLWEHHOCTb, He 6blio
OTMEYEHO MoBblWeHUa TeMnepaTypbl Boiwe 39°C. MecTHble
nocTBaKLUMHaNbHble peakuun 6bliv cnabo UM yMepeHHo
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B nomouwb Bpauy

Ta6nuua 1. MNepeHoCMMOCTb NeHTaBaKLMHbl y 340POBbIX AETEN U AeTEN, POANBLUMXCH HEAOHOLEHHBIMU

O6Lme HexenaTtenbHble ABNEeHUN: 16 (18,8) 322 (22,4)*
° AUTENbHbIN Naay 14 (16,5) 120 (8,4)
e Temnepatypa Tena 38-39°C 5(5,9) 68 (4,7)*
e Tewmnepatypa Tena > 39°C - 15(1,0)

® BAN0CTb, KANPU3HOCTb, Pa3apaxm1TeNnbHOCTb 15(17,6) 235 (16,4)*
® CHWXeHue anneTtuta 15 (17,6) 160 (11,2)
MecTHble HexenaTtenbHble ABNEeHUs: 22 (25,8) 401 (27,9)*
® ruUnepemusi B Mecte MHbEKLMU = 2 CM 17 (20,0) 289 (20,2)*
®  MPUNYXN0CTb B MECTE UHbEKLMK = 2 CM 12(14,1) 193 (13,5)*
e 60/b B MECTE UHBEKLIMM 4(4,7) 52 (3,6)*
Bcero 35(41,2) 645 (45)*

lpumevaHune. * — p < 0,05 (CTaTUCTUYECKUIM aHaNWU3 BbIMOJIHEH C NOMOLLbIO NporpaMmMbl BIOSTAT, ucnonb30BaH KpUTepui X2)-

Ta6nuua 2. NepeHoCMMOCTb Co4eTaHHOro BBeAeHWa neHTaBakunHbl AaKAC-UMB/XUB ¢ ApyruMyM MMyHOBUONOrMYECKUMU NpenapaTaMm

y AE€TEN, POAUBLUMXCA HEJOHOLIEHHbIMMU

06Lwue HexenaTtesbHble ABNEHNs 10 (20)

- 5(17)

| MecTHble HexenaTtenbHble ABEHUS 12 (24)

1(17) 7(24)

lpumevaHune. VI1/TB — BaKLMHa NPOTUB BUPYCHOro renatuta B, VI1/MN — BaKLMHa NPOTUB NMHEBMOKOKKOBOW UHEKLMH.

BbIPaXKEHbI: TMNEPEMUSA U MPUMNYXIOCTb B MECTE MHBEKLIUK
NosiIBUINCL Y HEBGOMLLIOTO Yncna AEeTel M He MpeBblwanu
B AnamMeTpe 6-7 CM. Y HEKOTOPbIX AETeV OAHOBPEMEHHO
perucTpupoBanu Kak obLyto, Tak U MECTHYIO peaKLmIo.
TaKKe 6bl10 OTMEYEHO, YTO B rpynne AeTen, POXAEHHbIX He-
[IOHOLLIEHHbIMK, MO CPaBHEHWUIO CO 3J0POBbLIMWU AETbMMW B MOCT-
BaKLMHanbHOM nepuoae yaule (p > 0,05) BCTpeyYanncb CHu-
KEHWe anneTuTa u JIMTeNbHbIN (> 2 4) nnad. Mo Apyrum noka-
3aTensiM NepeHOCUMOCTb MATUBANIEHTHONW BaKLUMHbI Yy AeTen
B CpaBHMBaEMbIX rpyrnnax 6bi1a conoctaBMmMon (cM. Tabn. 1).
B rpynne HeaoOHOLWEHHbIX AETEN OLEHWBANM NMEPEHOCU-
MOCTb COYEeTaHHOro BBeAEHWS MATUBANEHTHOM BaKLUMWHbI C
BaKUMHaMW NMPOTMB renatuta B “ KOHbIOrMpoBaHHOM BakK-
LIMHOM MPOTUB MHEBMOKOKKOBOW MHPeEKLUKU. B aTux cnyya-
X BaKUMHaUMS pasMyHbIMU MpenapaTamMyv NpoBOAMNIAaCh
€AMHOBPEMEHHO B pa3Hble y4acTKM Tena. YBeMYeHns peakx-
TOreHHOCTU MEeHTaBaKLUWHblI B pe3ysbTaTe COBMECTHOrO ee

Puc. Yactota pa3BuTUS MECTHbIX M 0OLLMX peaKLMi Yy 300POBbIX
feTew v feTen, POAUBLLUMXCS HEAOHOLEHHBIMU, MPW PaA3ANYHON
KpaTHOCTM BBeAeHUsl neHTaBakuuHbl AaKAC-UMNB/XUb

100
90
X
;. 80
s 70
§ 60
o
© _
[ 29 29
© 30 25 2619 2625 27252422
§ 204 7171615 17
0
vi ' v2 ' v3 ' v4
KpaTHOCTb BBeAeHUs

[ Mecthbie peakuyn (3gopossie) [l MecTHble peakumi (HeAOHOLEHHbIE AeTh)
[ 06uwme peakumn (3popossie) [l O6me peakummn (HeAOHOLLIEHHbIE AETY)

lMpumevaHune. V1-4 — ovepeHOCTb BBEAEHMS NATUBAIEHTHON
BaKLMHbI.

BBEAEHUS C APYrMMU UMMYHOBMONIOrMYECKMMK NpenapaTa-
MW He npoucxoanno (taén. 2).

BmecTe ¢ TeM peaKTOreHHOCTb NATUBANEHTHOW BaKLUM-
Hbl YBEIW4YMBanacb npu yBeIMYEHWN KPATHOCTU BBEAEHUSA
B NEPBUYHOW CEpUM BaKLMHALMKU, OAHAKO Ha pPeBaKLUMHU-
PYIOLLYIO 103y YCUIEHUS KaKWX-NTMOO peaKkLMi OTMEYEeHO
He 6bi10. Kak nokasanu Hallu AaHHble, peakuuu, BO3HU-
Katowme nocne 1, 2, 3 n 4-ro BBeAeHUS NATUBANIEHTHOMN
BaKUMHbI, B rpynne 340POBbIX AeTeN U AeTeKn, POAMBLUMXCSH
HEJOHOLIEHHbIMU, BbINIM COMOCTaBUMBI (PUC.).

OBCYXAEHME

B cooTBeTCcTBMM ¢ HauMoHanbHbIM KaneHgapem npusu-
BOK Poccuiickon denepaunn, AeTen nepBbix 6 MEc KU3HM,
B T.4. HEOOHOLWEHHbIX, He0o6Xo0AMMO MNpMBUBATL MNPOTMB
8 uHdekunn [11]. [deTtam, poavBLUMMCSH HEAOHOLIEHHbIMMU,
0COBGEHHO HeobxoAMMa CBOEBPEMEHHas BaKLUMHaLMA Mpo-
TUB TSXeNblX PECnMpaTopHbiX MHPEKUMn — Koknowa, XMb
M MHEBMOKOKKOBOM WHdeEKLMKN. TpoBecTn 3TW MPUBUBKM
C MUHUMaJIbHON MHBLEKLMOHHOW Harpy3Kom B yCTaHOBJIEH-
Hble KaneHZapeM CPOKU BO3MOXHO TONbKO MpW WUCMOosb-
30BaHMM MHOMOKOMMOHEHTHbIX BaKLUWH U OAHOBPEMEHHbBIM
BBELEHNEM pPa3HbIX BaKLMH.

B Poccumn ponyckaetcst BBefeHWE BaKLUMH (KpOMe BaKLMH
ana npodunaKktvkm Ty6epKynesa), NPUMEHSIEMbIX B pamKax
HaunoHanbHoro KaneHaaps NpodUNaKTUYECKWUX MPUBUBOK,
B OZIMH ieHb Pa3HbIMM LINPULAMK B pa3Hble y4acTku Tena [11].

B 3apy6exHbix peKOMeHAauMsX Takxe OTMeyaloT, 4TO
OHOBpPEMEHHOE BBEAEHWE BaKLMH YBENMYMBAET BEPOAT-
HOCTb TOr0, YTO pPebeHOK (MK B3pOCbIi) 6yaeT NOMHOCTbIO
NPWBWT B COOTBETCTBYIOLLEM Bo3pacTe. OTCYTCTBYIOT JOKa3a-
TeNbCTBa TOro, YTO MHAKTUBUPOBAHHbIE BaKLIMHbI UBMEHSIOT
MMMYHHbIM OTBET Ha Apyrne BaKLUMHbI, CiefoBaTelbHO, OHM
MOTYT BBOANTLCA OJHOBPEMEHHO C APYron BakLUMHON, UHaK-
TUBUPOBAHHOW UK XNBOM [8].

HepoHolweHHble JeTV JaloT afeKBaTHbIV OTBET Ha BaKLM-
HaLMIO, @ YacToTa peaKLUMi U OCNIOXHEHUI Yy HUX Aaxe HECKOb-
KO HWXKE, YEM Y [AOHOLIEHHbIX, MO3TOMY HEJOHOLWEHHbIX AETEN



NpYBMBaIOT BCEMU BaKLMHaMu nocne ctabuimsaLmmn ux cocrto-
AHUSA Ha POHe aJeKBaTHOM MpuMbGaBKM Beca M MPU UCKIOYe-
HUKM NPOTUBOMNOKa3aHWW. BaKunHbl BBOAAT B OObIYHbIX A03aX.
[Ny6OKOHEAOHOLIEHHbIX AETEN NyYLle NPUBMBATb B CTaLMoHape
2-ro 3Tana BBUAY BO3MOXHOCTM ycUNeHUs anHoa [9].

CneayeTt OTMETUTb, YTO B 0630pe Ny6/nKaumi 0 Mexay-
HapoOAHOM OMbITe MPUMEHEHUSA NATUBANEHTHOM BaKLUMHbI [7]
He BblAensoT 0cobblX rpynn AeTen, BaKUMHWPOBaBLUMXCA
neHTaBakuUuHOW. BmecTte ¢ Tem S. Plotkin 1 coaBT. oueHu-
BalOT XOPOLLYI0O NMEPEHOCUMOCTb BaKLUMHbI AN NPodUnaKTu-
KW KOKowWwa, AndTepuun, cTonbHsaKka, nonnommenuta n XMb
y BCex Habnogaembix JeTen, B T.4. NPUBUTLIX C LUECTUHe-
[enbHOoro BospacTa [6, 7].

AHanornyHole peaynbTatbl MNOJy4eHbl POCCUUCKUMMU
nccnepoBatensiMn B pesysibtate HabniogeHnn 3a AETbMU C
Pa3MYHBbIMU OTKIOHEHUSIMW B COCTOSIHMW 340POBbS, BKIIO-
yasi HenporpeccupyloLlyto NaTonoruio LIeHTPasbHON HepB-
HOW CWUCTEMBI, MPOBOAMMbIX Ha 6a3e KPYMHbIX MeAuUMH-
CKMUX LEHTPOB pasfiMyHbIX pernoHoB Poccuun [10, 12-14].
3apybexHble nccnefoBaTen UMMYHOrEHHOCTU 1M 6e3onac-
HOoCTM BakuwuHbl AaKAC-UMB/XWB B coyeTaHuu C BaKuM-
HauMen nNpoTMB renatuTa B oTMeyaloT XxopoLylo nepeHocK-
MOCTb ¥ BbICOKYIO UMMYHOI€HHOCTb KaK B NEPBUYHON CEPUN
BaKLUMHaLMK AeTen, Tak v Npu peBakumHauuu [6, 15, 16].

CornacHo HawuMm HabnoaeHUs M, UMeeT MecTo xopoluas
nepeHocMMocTb neHTaBaKuuHbl AaKAC-UMNB/XUB y peten,
POAMBLUMXCSH HELOHOLWEHHbIMU. Bo3HMKaloLWmMe MOCTBaKLM-
HanbHble peaKkuun He TpebGoBann NevYeHUs U MPOXOAMIU
NMOMHOCTBbIO K KOHLY 3-X CYT MOCTBaKLMHaNbHOrO nepuoja.
Bonee yacTble *anobbl Ha NOBbILWEHHYIO KAMNPU3HOCTb U CHU-
eHue anneTuTa B rpynne AeTen, POAUBLUMXCA HEAOHOLEH-
HbIMUW, BEPOSATHO, CBA3aHbl C OCOOGEHHOCTAMU UX Pa3BUTHUS.

KOH®JIUKT UHTEPECOB

CpaBHWTENbHbIM aHann3 noKkasalsi, 4To NpuMeHeHne NATuBa-
NIEHTHON BaKLMHbI Yy AETEN, POAMBLIMXCSH HEAOHOLIEHHbLIMH,
TaK )e 6e30MacHo, KaK 1 y 3[10POBbIX AeTEN.

OTMe4YeHo, 4TO O[JHOBpPEeMEHHOe BBefeHWe MNeHTaBaK-
LIMHbI C BAKLMHOM NPOTUB BMPYCHOrO renatnta B UM KoHb-
IOrMPOBAHHOM MHEBMOKOKKOBOW BaKLMHOM He yTsenaer
TeYyeHue NocTBaKLMHaNbHOIO nepuoaa, a, COOTBETCTBEHHO,
OTCYTCTBYET HEOOXOAUMOCTb Pa3fensiTb BaKLMHALMIO AeTen
NPOTUB Pa3/IMYHbIX MHPEKLIMIA Ha OTAENbHbIE IHU U YBENNYH-
BaTb YMC/IO0 BU3WUTOB B NMPWBUBOYHbIN KaGUHET.

3AK/IIOMEHUE

OTmMeyeHa xopollas NepeHoCMMOCTb NeHTaBaKLMHbl Kak
y 300POBbIX AETEN, TaK U Y AETEN, POAMBLUMXCS HELOHOLIEH-
HbiMUW. BO3HUKatowWwmMe NocTBaKLUMHaNbHble peaKLmMM HOCKIN
KPaTKOBPEMEHHbIN XapaKTep, NPOXoAnIn CaMOCTOSTENbHO,
He Tpebys neyeHus. PeaKTOreHHOCTb KOMOGWHWUPOBAHHOM
neHtaBakumHbl AaKAC-UMNB/XUB y netew, poraeHHbIX He0-
HOLWIEHHbIMW, COOTBETCTBYET TAaKOBOMW Yy 340POBLIX AETEW.
OaHoOBpeMeHHoe NpUMeHeHKe NATUBaNEeHTHOM BaKLUUHbI ANs
NpoPUNaKTUKN KOKNowWwa, AudpTepun, CTonbHAKa, Noano-
MuenuTa u reMopunbHom MHOEKUMM Tuna b ¢ BakuMHaMu
npoTMB renatuta B unv KOHBbIOrMPOBAHHLIMKM MHEBMOKOK-
KOBbIMW BaKUMHaAMW y AETEN, POKAEHHbIX HEAOHOLIEHHbIMMU,
HE yCUMAMBAET MNOCTBaKLUMWHalNbHble peakuunn. Takum obpa-
30M, Xopouwas NepeHOCUMOCTb U HW3Kas PeaKTOreHHOCTb
KOMOGUHMPOBAHHOW NATUBANIEHTHOM BaKLWHbI, COAEPKaLlen
OECKNETOYHbIV KOKMIOLWHbIN aHTUTEH, ANPTEPUIHBIN U CTONG-
HAYHbIA @HATOKCUHbI, MHAKTUBMPOBAHHbLIA MOJNOMUENHT,
reModubHYl0 MHPEKUMIo Tuna b, no3BonseTr NPUMEHsTb
ee Yy HE/[JOHOLWEHHbIX JeTel C Pas3nnYHbIMKU OTKIOHEHUSMMU
B COCTOSIHUM 30POBbS.

ABTOpPbI AaHHOW CTaTbW MOATBEPANIM OTCyTCTBUE $puHaHcoBOM ﬂOﬂﬂ,ep)KKM/KOHd)ﬂMKTa MHTEPEeCcOoB, O KOTOPbIX HEOGXO0AMMO
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lMpeactaBieH cny4ai paHHero Ae6ioTa IBEHUIbLHOIO NANONaTMYeCKoro apTp1Ta, accoymmpoBaHHOro ¢ yBeMToM, pedpakx-
TEPHOrO K JIEYEHUIO METOTPEKCATOM B CTaHAapTHON J03e, ¥ NauneHTK1 B Bo3pacTte 3 sieT. Ha MOMeHT uHuumnaLmum tepanmum
Y pebeHKa 0TMeYanchb aKTUBHbIN CYCTaBHOM CUHAPOM, BOCMaIUTE/IbHbIE U3MEHEHMS B 060J104KaxX /1a3, NnoBblleHne 1abo-
paToOpPHbIX oKasaTesie akTMBHOCTH 3ab0/1eBaHUs, PyHKUMOHasbHas HEA0CTaTOYHOCTb., OnNncaHo ycneLHoe npeojoieHne
DE3UCTEHTHOCTU K METOTPEKCaTy MyTeM roBbilleHus 403bl 4o 20 Mr/M2 noBepxHOCTU Tena B Hel. Yepea 3 mec neyeHus
METOTPEKCATOM A5 MOAKOKHOro BBEAEHUS B 103 15 Mr/M? B Hesl y peGeHKa yMEHbLIMINCH 3KCCYAaTUBHbIE M3MEHEHNS
B cycTaBax, apTpa/iriu, ANTeIbHOCTb YTPEHHEH CKOBaHHOCTH, OAHaKO He 6bls1o JOCTUrHYTO 50% yydlIeHUs 10 KpUTepUsam
AKP,,,, BNEPBbIE YCTAHOBJIEH YBEUT B CYOaKTMBHOM ¢ase. [losa npenapara 6biia yBesnieHa 40 20 mr/M2 B Hen. K 8-ii Hex
Jle4yeHusi METOTPEKCaTOM B 3TOM [03€e Yy AEeBOYKU KYNMUPOBAaIUCh BOCMAaIUTENbHbIE M3MEHEHUST B 060/104Kax ma3. dasa
HeaKTUBHOW 60/1€3HU U pemMuccusi ObiIn 3aperncTpupoBaHbl Yepes 6 U 12 mec, COOTBETCTBEHHO. Pemuccus coxpaHseTcs
Ha npoTsKeHun 6 neT. HexxenatesibHbiX IBAEHUI Ha GOHe siedeHms MeETOTPEKCaTOM He 3aperncTpmpoBaHo.

KnioyeBble cnoBa: 4e€TH, IOBEHU/IbHbIN MANONATUYECKUI apTPUT, yBEUT, METOTPEKCAT, MOAKOKHOE BBEAEHHME.

(Ana untupoBaHus: Cnenuosa T.B., Anekceea E.W., b3aposa T. M., Banunesa C. ., lenucosa P.B., NcaeBa K.b., YucTa-

KoBa E.T., Homaxunase A.M., TanéynatoB H. . OnbIT NnpuMeEHEHU MeTOTpeKcaTa Ans napeHTepanbHOro BBEAEHWUS Y naum-

E€HTKM C paHHMM 1e6loTOM IOBEHWIBHOMO MAMOMNATUYECKOro apTpmTa U yBeuToM. Bonpockl coBpemeHHoM neagnatpun. 2015;
4 (3): 396-401. doi: 10.15690/vsp.v14i3.1377)

BBEJEHME 6onesHen y aeten [1]. OCHOBHbIM €€ KIMHUYECKUM Mpu-
HOBeHUNbHbBIM nanonaTuyeckun aptput (FOUA) — oaHa 3HaKOM SBSETCA apTpuT. [laTonornyeckne M3MeHeHus B
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Experience of Parenteral Administration of Methotrexate
in a Female Patient Suffering from Early Juvenile Idiopathic
Arthritis and Uveitis

Represented here is a case of early juvenile idiopathic arthritis associated with uveitis diagnosed in a three-year-old female patient
subject to treatment with the standard methotrexate dosage. At the initial stage of treatment, the child demonstrated severe articular
syndrome, inflammatory reactions affecting eyeball surfaces, increased laboratory indicators of the illness and functional insufficiency.
Successful overcoming of methotrexate resistance through dosage increased up to 20 mg/m? of body surface per week was described.
Over three months of subcutaneous methotrexate treatment with a 15 mg/m?-per-week dose, the child showed milder joint exudation
an, arthralgia, less lengthy morning stiffness, although there was no 50% lmprovement based on ACR,,.q; criteria, and uveitis was first
recognized in the subactive phase. The dose was increased up to 20 mg/m per week. By the eighth week of methotrexate treatment,
uveal inflammation reversed. Non-active phase and remission were detected in 6 and 12 months respectively. The remission has
persisted for 6 years. No side effects have been observed throughout methotrexate treatment.

Key words: children, juvenile idiopathic arthritis, uveitis, methotrexate, subcutaneous introduction.

(For citation: Sleptsova T.V., Alexeeva E. |., Bzarova T. M., Valieva S. 1., Denisova R.V., Isaeva K. B., Chistyakova E. G., Chomakhidze A. M.,
Taybulatov N.I. Experience of Parenteral Administration of Methotrexat in a Female Patient Suffering from Early Juvenile Idiopathic
Arthritis and Uveitis. Voprosy sovremennoi pediatrii — Current Pediatrics. 2015; 14 (3): 396-401. doi: 10.15690/vsp.v14i3.1377)



Mauusamu [1, 2]. Oco6eHHO arpeccuBHO 3ab6osieBaHWe Mpo-
TeKaeT y aeteln mnagawero Bospacta [2, 3]. Ana nauueHToB
¢ paHHuM gebiotom HOMA xapaKTepHO pa3BuTHME yBeuTa —
BOCMNaNMTENbHOIO MOPaXeHUs COCYANCTOM O6GOM0YKM nas.
YBeuT BcTpevaetca y 30—50% aeten ¢ 0NuroapTUKyNapHbIM
HOUA. Y 10% HeKkynupyemoe TeHeHne MpuaoLuKIMTa NpuBo-
OuT K cnenote [1].

MeToTpeKkcaTr — BaKHEWLWMUW npenapaTt And nevyeHus
6onbHbIX ¢ KOMA 6e3 cuctemMHbix nposineHuin [4—6]. Mpu
CBOEBPEMEHHOM €ro Ha3Ha4yeHuu (elle A0 BOZHUKHOBEHMS
LECTPYKTUBHbIX M3MEHEHWI B CyCTaBaX, CHUMEHUS 3pEHUS
W MHBanuAuM3auMM NauuMeHTa) NosiIBNSAeTCs BO3MOXKHOCTb
M3MEHUTb NPOrHo3 3aboneBaHus, NPeaoTBPaTUTL Nporpec-
CUpOBaHWE MHBaNMAM3aALMK U BEPHYTb pebeHKa K MOJHO-
LIEHHOM YKM3HMU [7—9]. OTKIIOHEHME OT NPOTOKOJIOB NeYeHus,
No34HAS AMarHoCTMKa W HeafjeKBaTHasa Tepanus, Hamnpo-
TMB, ObICTPO MPUBOAAT K Pa3BUTUIO CTOMKMX AedopmMalmi
M KOHTPAKTYp B CycTaBaX, aMMOTPODUM, TMNOTPODUM, NPo-
rPECCUPOBaHMIO KOCTHO-XPSALLEBOM [ECTPYKLMM, TAKENON
WHBaNUAM3aLMK, a TaKKe K coLManbHOM, MCUXONOMMYECKOMN,
npodeccrmoHanbHOM ae3agantaumu aeten [2, 10].

Huxke, ¢ Luenbo NPOAEMOHCTPMPOBATL 40303aBUCHUMbIN
TepaneBTMYECKU 3DdEKT MeToTpeKcaTa, MpeAcTaBieHa
nctopusi 60/1€3HN AEBOYKU C paHHUM aeb6ioTom HOUA 6Ges
CUCTEMHbBIX MPOSIBNIEHNUI C YBEUTOM.

KNIUHUYECKUIA NPUMEP

BonbHag L., Bo3pact 10 net, Habnogaetcs B peBMa-
TONOMMYECKOM OTAENeHMM HayyHoro ueHTpa 340pOBbS
neten (HU34, MockBa) B TeyeHue 6 net. leBo4Kka poaunach
OT BTOPOM GEPEMEHHOCTH, NPOTEKaBLUEN GUSNOSIOTUYECKH,
CPOYHbIX podoB. Macca Tena npu POXKAEHUM cocTaBnana
3100 r, anmHa — 50 cm. B paHHeM nepuoae duaunyeckoe
M NCUXOMOTOPHOE pa3BWTME COOTBETCTBOBANO BO3PacTy.
MpodunakTnyeckme NPMBMBKM NPOBEAEHbI B COOTBETCTBUM
C HauMOHanbHbIM KaneHgapem. HacneacTBeHHbIM aHamHe3
no peBMaTUYeCKUM 6ONIE3HAM He OTArOLLEH.

[eBoyKka 3abonena B Bo3pacte 3,5 net, Korga 6e3
BMAUMbBIX MPOBOLMPYIOLWMX MNPUYUH MNOSBUIUCE MPUNYX-
NIOCTb MPaBOro KONMIEHHOr0 CycTaBa, MpuxpambiBaHWe MNpu
xoab6e. Mo noBoay aptpuTta 6bln1 Ha3HAYEeH HECTEPOUIHbIN
NpoTMBOBOCNaNUTENbHbIM Npenapat (AuknodeHaK HaTpus).
MoNOXWUTENbHON AUHAMUKK B COCTOSIHUM peBGeHKa AOCTUMHY-
TO He 6blN0, CoXpaHsnack NPUNYXIOCTb cycTaBa. B Bo3pacte
4 neT NOSIBUNUCL BOCMaNUTENbHbIE U3MEHEHUS B MPaBOM
rONIEHOCTONHOM cycTaBe. [pu peHTreHonornyeckom obeneno-
BaHWW NPU3HAKOB aHaTOMUYECKON AECTPYKLMM B KOIEHHOM
W FONEHOCTOMHOM CyCTaBaXx BbIIBNEHO He Oblio. B KAUHMK-
YECKOM aHanu3e KpoBW: IENKOLMTO3 A0 1O><109/n, NnoBbI-
LIeHMe CKopocTK oceaaHus aputpountoB (COI) o 25 mMm/u.
B MMMyHONOrMyecKkom aHann3de KPOBW: MOBbILLEHWE CbIBO-
POTOYHOM KOHLeHTpauun C-peaktuBHoro 6enka (CPB) po
2,5 HopM. [leBo4Ka rocnutanuanpoBaHa B O6nacTHyto aet-
CKYIO KIIMHMYECKyto 60nbHULY, rae 6bll NOCTaHOBAEH AMar-
HO3: «HOBEHUMbHbIA XPOHWYECKUIA apTpuT. ONuroapTpuT» .
HazHavyeH MmeTOoTpeKkcaT Afa napeHTepanbHOro BBEAEHUS
B fgose 15 Mr/M2 NOBEPXHOCTU Tena B Hep (7,5 mr/Hepn).
Ha ¢oHe nevyeHns yMeHbWWANCL IKCCyAaTUBHbIE NposiBre-
HUSt 60/1€3HM B MNOPAXKEHHbIX CyCTaBax, OAHAKO COXPaHAINUCh
60/1b U OrpaHUYeHne ABUKEHUI, OTMEYANIUCb BblparKeHHas

Puc. 1. O61nit BUA NaUMEHTKH
Ha doHe napeHTepanbHOro
NpUMeHeHUst MeToTpeKcaTa

XpOMOTa, YTPEHHAS CKO-
BaHHOCTb AJIUTENBbHOCTLIO
0o 1 4. YyutbiBas HegocTa-
TOYHbIN 3PODEKT OT NPOBO-
AMMOro neyveHuns, pebeHoK
6bl1  HanpaBneH (4epes
9 mMec OT Hayana 3a6one-
BaHuUe) ana obcneaoBaHus
M KOPPEeKuun Tepanuu B
peBMaToNorMyecKkoe otae-
nexnve HU3A.

Mpn noctynnexHun cocto-
AHMe pebeHKa pacueHu-
BasioCb KaK CpeaHew Tsxe-
CTn. TaecTb COCTOSHUS
6blna obycnosneHa 60/bl0
W OrpaHUYeHneM ABUMKEHWM
B NPaBOM KOMEHHOM WU rone-
HOCTOMHOM CyCTaBax, yTPeH-
HEeN CKOBaHHOCTbIO ANUTENb-
HocTblo 1 4. lpu ocmoTpe
o6HapyKeHbl 3KCCyaaTUBHO-
nponndepaTnBHble  KU3Me-
HeHus B cycTaBax, 6oneBasi
crubatenbHas KOHTpaKTypa
NpaBoOro KOMEHHOro cycra-
Ba, YA/IMHEHWE MPaBOMN HOMM
Ha 1,5 cm (puc. 1-3), Hapy-
LeHne noxoaku. Mpwu obene-
JOBaHUM B KIMHWYECKOM
aHann3e KPOBM: YMEPEHHO
BblpaKEHHas TMNOXPOMHas
aHemus, nosbilleHne COJI;
B MMMYHOJIOTMYECKOM aHa-
M3e — MOBbILWEHNE CbIBO-
POTOYHOM  KOHLIEHTpauuu
CPB (tabn.) u coaepaHus
aHTUHYKeapHoro dakTopa.

Peb6eHKy 6binu BbIMO-
HEeHbl KOMMblOTEPHAs TOMO-
rpadua opraHoB rpyaHowm
NofoCTM M MOPaMKEHHbIX
CYyCTaBOB, a TaKXe WMMYy-
HODEPMEHTHbLIN aHanu3 ¢
onpegeneHnemM  aHTuTen
K apTPUTOreHHbIM WHbEK-
LUMAM B CbIBOPOTKE KpO-
BW. BbliM WUCKIOYEHbI OH-
Konornyeckue, WHOEKLHM-
OHHble, B T.4. cneunduye-
CKue, 3aboneBaHusa. [ec-
TPYKTUBHbIE WM3MEHEHUS B
cycTaBax OGHapy)KeHbl He
6b11K. 10 JAaHHBIM KOMMblO-
TEpHOW TomMorpadum onpe-
4enanca CUMHOBUT MpaBoro
KoNneHHoro cyctaa. [lpu
npoBeAEeHUU YNbTPA3BYKOBOIO WCCNEA0BaHMUS KOMEHHbIX
CyCTaBOB BM3yanuM3npoBanncb CBO6GOAHAS MMAKOCTb B
BEPXHEM 3aBOpPOTE MPaBOro KOJEHHOro CcycTaBa, HepoB-

Puc. 2. 3KkccyaaTMBHO-
nponudepaTUBHbIE UBMEHEHUS
B KOJIEHHBIX ¥ TOIEHOCTOMHbIX
cyctaBax Ha poHe
napeHTepasibHOro NPUMeHeHUs
MeToTpeKcaTa B 03€e

15 mr/m2 B Hepy
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KnuHun4yecKoe Ha6GnogeHue

Puc. 3. DyHKUMOHaNbHasA
BO3MOXHOCTb B KONEHHbIX
cycTaBax Mnpw NocTynieHnu

HOCTb KOPTMKanbHOro Cnosi
KocTen, obpasylolwmx Ccy-
CTaB, B CTPYKType Xxpsiuie-
BOW TKa@HW — rMMNEepaxorex-
Hble pa3pacTaHums.

C ydyeToM BO3pacTa
M MONOXMUTENbHOro TecTa
Ha aHTUHYKJeapHbi dak-
TOp AeBoYKa 6blna B CPoY-
HOM MOPSIAKE MPOKOHCY/b-
TMpoBaHa 0dTanbMONOroM.
Mo peaynbratam ocmoTpa
LieneBon nammnow 6bin gnar-
HOCTUPOBAH [ABYCTOPOH-
HUW yBeuT. Ha ocHoBaHuu
[JaHHbIX aHamMHe3a, KIUHK-
4yecKoro ocmortpa, nabopa-
TOPHbIX U WMHCTPYMEHTasNb-
HbIX METO4OB McchneaoBa-
HUSI AeBOYKE MOATBEPHKAEH
amarHos:  «HOBEHWbHbIN
MAMONATUYECKUIA  apTpuT,
ONIMIOaPTUKYNSIPHBLIA BapuaHT; BMepBble YCTAHOBMAEH [ABY-
CTOPOHHMWI YBEUT NOJOCTPOrO TEYEHMSI».

Taknm 06pa3om, AeBOYKa NOCTyNuna B OTAENEHUE B BO3-
pacTe 4 neT ¢ onuroaptTukynspHoiM KOMA, accounMmnpoBaHHbIM
C YBEUTOM, YMEPEHHOMN CTENEHN aKTUBHOCTH, ASIUTENBHOCTbIO
60ne3Hn 9 Mec U MUHUMANbHbLIM NOMOXUTENbHLIM 3D dEK-
TOM Ha $oHe Tepanun MeToTpeKCaToOM B CTaHAAPTHOM A03e.

AHanu3 aHamMHe3a 60Ne3HW AEBOYKM, @ MMEHHO paH-
Hee Hayano apTpuTa, TeYyeHue yBeuTa, Bo3pacT 6ONbHOM,

HegoCTaTO4YHbIN APdEKT Tepannun Ha GoHe npuema MeTo-
TpekcaTa B fo3e 15 Mr/m2 B Hef, faAu OCHOBaHWe MOBbI-
cUTb Ao3y npenapaTa o 20 Mr/M2 B Hed. Annepru4yecKon
peakuun Ha BBEAEHWE NNEKapCTBEHHOIo cpeacTea y pebeH-
Ka He 6blf0, MHbEKLMM Mpenapata AeBOYKa nepeHocuna
Xxopowo. Pe6GeHKy TakkKe Oblla Ha3dHa4yeHa MecTHas Tepanus
yBeuTa: Kanau B rnasa (MeTunnpeaHn30/0H, HeCTEPOUAHbIE
NpPOTUBOBOCMANUTENbHbIE CPEACTBA).

Yepez 3 Mec fleyeHus AeBOYKa rocnurann3vpoBaHa
B KIMHWKY NOBTOPHO A/ KaTaMHeCTUYecKoro o6cnefoBa-
HUS M KOHTPONS 3PGEKTUBHOCTM U 6€30NACHOCTU Tepanuu.
Mo AaHHbIM MEeAWLMHCKON AOKYMEHTauuu, Yepes 2 MecC
nedveHuns 6blna KOHCTaTUpPOBaHa PeMUCCUS yBEUTa, B CBA3HM
C YeM yMeHblUeHa YacToTa MHCTUANALMI Kanenb B rnasa 4o
1 kannun 1 pas/cyT. Hepesd 3 Mec y AEBOYKM YMEHbLIUINCH
LMTENbHOCTb M BbIPaXKEHHOCTb YTPEHHEN CKOBAHHOCTH,
3KCCyAaTUBHbIE M3MEHEHUs B CycTaBax, BblparKEHHOCTb
crnbatenbHOW KOHTPaKTYypbl, KyNMpOBaiuUCb apTpanruu,
CHM3UANCL 3HaYeHUs NabopaTopHbIX NoKalaTenen aKTUB-
HocTu 3ab6oneBaHnsa — COJ, CbIBOPOTOYHOM KOHLLEHTPALMK
CPB (cMm. Ta6n.). 3adumkecnpoBaHo 50% ynyyuieHne no neau-
aTPUYECKUM KpuTepuam AMEpPUKaHCKOM Konnermm pesma-
T01070B (AKP 0 ).

B cootsetctBuK ¢ AKP..,,, 30, 50 1 70% otBeT onpe-
nensetca npu ynydweHun Ha 30, 50 wam 70%, cooTBeT-
CTBEHHO, MO CPAaBHEHMIO C UCXOAHbBIM 3HAYEHNEM HE MeHee
4yeM 3 U3 6 noKasaTtenen, Npu 3TOM JOMNYCTUMO yXyalleHue
He 6onee Yyem Ha 30% He Gonee 1 nokasatens [5]. Kputepumn
AKP e, BKIIOYALIOT CNEfyOLME NOKa3aTesu:
® OlEHKa MnauuMeHTOM (poauTensiMm) obLEero COCTOSAHWUS

30P0BbS;

Ta6nuua. [IvHamMuKa KNMHUYECKUX U NabopaTopHbIX NOKa3aTtenen akTMBHOCTHU 60/1e3HKU Ha GpoHe Tepanum METOTPEKCATOM ANS NMOAKOXHOIo

BBeaeHusa y 6onbHoM L.

[ONnUTenbHOCTb YTPEHHEN 60 60 15 Her Her
CKOBaHHOCTU, MUH

Yucno cycTaBoB C aKTUBHbBIM 5 5 5 0 0
apTpuToM

Yucno cycTaBoB C OrpaHUyeHneMm 5 5 5 0 0
PYHKLMKN

Cy6beKTUBHAS OLLEHKa aKTUBHOCTM a5 20 18 0 0
605e3HM Bpayom no BALL, 6annbl

Cy6beKTMBHas oLeHKa 6011 65 45 20 0 0
nawumeHTom no BALL, 6annbl

AKTMBHOCTb yBEUTa - + Het Het Het
CO3, Mm/y 25 30 14 8 8
[emorno6wH, r/n 118 112 116 118 123
SputpouuTsl, X102 /5 3,0 32 35 37 39
Tpom6oLmThI, X102/ 521 506 456 412 352
NeiikoumTbl, X102/n 10 9,5 8,7 7,6 6,4
CPB, mr/n (N po 5) 12 10 5 3 3
®da3za HeaKTUBHOM 60NE3HU - - - + +
YnyyweHrue no kputepuam AKP ., - - 50% 90% 90%

lMNpumeyvarme. BALL — Bu3dyanbHaa aHanorosas wkana (min — 0, max — 100), CO3 — cKOpOoCTb ocejaHUs 3pUTPOLUTOB,

CPB — C-peaKTtuBHbIi 6eNoK, AKP o, — NeanaTpudeckue Kputepn AMEPUKaHCKON KONEru peBMaTonoros.




® OLEeHKa BpayoM aKTMBHOCTM 60NE3HU C MOMOLLbIO BU3Y-
anbHOM aHanorosow wKanbl (BALL);

e (dyHKUMOHaNbHasa cnoco6bHOCTb No onpocHuKy CHAQ
(Childhood Health Assessment Questionnaire; npu Bbipa-
YEHHbIX (PYHKUMOHaNbHbIX HapylweHnsax umHaekc CHAQ
> 1,5, Npyu MUHUMANbHbLIX M YMEPEHHbIX HapyLeHUsX
nHgexkc CHAQ < 1,5);

®  YKUCNO CYCTABOB C aKTUBHbLIM apTPUTOM;

®  YUCNO CYCTaBOB C HapyweHUeM QyHKLMK (OrpaHUYeHneM
OBUXEHUN);

e CO3.

Yepes 6 Mec y nauMeHTKM Obla 3apeructpupoBaHa cra-
1S HeaKTMBHOM 6one3Hn no kputepusam C. Wallace: otcyt-
CTBOBa/IM BOCNaNUTENbHbIE U3SMEHEHWMS, 60b U OrpaHUYeHne
OBWXKEHWUM B CyCcTaBax, a TaKyXe coxpaHsinacb pemuccus yee-
nTa [11]. UHCTUANSaUMK ra3HbIX Kanenb 6bUIv NpeKkpalleHbI.

Yepes 12 Mec y NauUMEHTKM KOHCTATUPOBAIU PEMUCCUIO
60ne3Hn. 06 3TOM CBUAETENLCTBOBAIM PEMUCCUS apTpuTa
W yBeuTa, OTCYTCTBME YTPEHHEN CKOBAHHOCTU, MOMHbIN 00b-
eM [OBWXEHUW B cycTaBax, HopMasibHble NnabopaTopHble
rnoKasaTeniM akTMBHOCTM 6051e3Hu (Tab.).

Mpn npoBeAeHUM yNbTPA3BYKOBOrO WCCNeAoBaHMUA
KOJIEHHbIX CYCTaBOB CBOOOAHOM XUAKOCTU B BEPXHEM 3aBO-
poTe He O06HapyXeHOo, 6blIN MEHEE BblparKeHbl HEPOBHOCTb
KOPTUKaNbHOro Cnos KOCTen, 06pasylolnx CycTaB, a TaKKe
rMNEPaxXoreHHble pa3pacTaHus B CTPYKTYpPE XPSLLEBOW TKaHM.
B TeyeHune nocneaytolmx 6 net pebeHoK NOCTOSAHHO nosyvyan
MEeTOTpeKcaT B WnpuLax aNs NogKOXKHOro BBEAEHUS B f03e
20 Mr/M2 B Hel. [leBoYyKa HaxoauTcs B COCTOSHUM KITMHUKO-
nabopatopHon pemuccun (puc. 4—6). NoboyHbIX adPeKToB
OT fIeYeHUsl He 3aperncTpupoBaHo.

OBCYXAEHUE

AHanuM3 NpeAcTaBAEHHOr0 KAMHUYECKOro cnyvaa fge-
MOHCTPUpPYET YCNewHoe npeoJoseHne pPe3UCTEHTHOCTU
K MeToTpeKcaTy MyTeM MOBblWEHUS A03bl npenapaTa Ao
20 Mr/mM2 B Hel, BbICOKYIO Ge30MacHOCTb MeToTpeKcaTa
y 60nbHON ¢ FOMA 6e3 CUCTEMHbIX MPOSBAEHUN C YBEUTOM.
JleyeHne mMeToTpeKcaToM ANl MOAKOXKHOIO BBEAEHWS B J03€e
20 Mr/mM2 B Hed MO3BOSUIO HE TOMbKO KynupoBaTb BOC-
nanuTenbHble U3MEHEHWS B cycTaBax M 060/I04Kax rnas,
HO M BOCCT@HOBMTb PYHKLMOHANbHYIO aKTMBHOCTb NauMeH-
Ta ¥ NPegoTBpaTUTb NPOrpeccMpoBaHME KOCTHO-XPSILLEBOM
LECTPYKLMU U pa3BuUTHE CNEeNOThI.

Cnegyet oTMETUTb, YTO METOTPEKCAT 3aHMMaeT ocoboe
MECTO Cpean UMMYHOCYNPECCUBHbIX NpenapaToB U B HAcToO-
duwee BpeMs SBASETCA NepBbiM M HauMbonee 4acTo HalHa-
YaeMbIM NEKAPCTBEHHbIM CPEACTBOM Yy AETEW C FOHOLWECKUM
aptputoM [12]. B HacTosilLlee BpeMsi OH MPU3HaH «30/10TbIM
cTaHgaptom» B neveHmnn FOMA [13, 14].

BbicoKas pacnpocTpaHeHHOCTb OHOLWECKOro apTtpuTa
nobyauna K BbIMOMHEHWIO 60/bLWOro YMcna HayyHbIX Uccne-
[OBaHMM B pa3HbIX CTpaHax MUpa, COCTaBMBLUMX CEPbESHYIO
[loKasaTenbHylo 6a3y adpeKTMBHOCTM npenapata [15, 16].
KnuHuyeckme uccnegoBaHus adPEKTUBHOCTU METOTpeKcaTa
npv tOHOLIECKOM apTpuTe CBUAETENbCTBYIOT O MOSIBJAEHMM
apdeKTa npenapata yxe 4yepes HECKONbKO Heaenb npuema
M XOpOoLEeN NepeHoCHMOCTH y MaLMeHTOB, KOTOPblE paHbLue
OTBEYaNM TONbKO Ha Tepanuio rMIOKOKOPTUKOMAAMU U ApYrMMU
6a3MCHbIMX MPOTMBOBOCNANUTENbHLIMK Npenapatamu [17].

Puc. 4. O6Wwmit BUA NaUUEHTKM
Ha dboHe napeHTepanbHOro
NPUMEHEHN MeToTpeKcaTa

B fo3e 20 Mr/m2 B Heq

Kpome Toro, B psige pa6or
[JOKa3aHo, Y4TO MeToTpeKcar
BbICOKO3QPEKTMBEH A4

KyNMMpOBaHWA CUMNTOMOB  (WIMTENBHOCTb Tepanin —
yBeuTa, accouumposaHHoro 2 1€7
c IONA [18].

Wnpoknun  ananas3oH

3QODEKTUBHbIX ANa OeTen
403 MeToTpeKcaTa 3aBMu-
CUT OT MHOrMx ¢$aKTopoB.,
B NepBylo o4yepenb OT Kiu-
peHca npenapata, BEANYU-
Ha KOTOPOro Bbille y AeTewn
paHHero Bo3pacTta [19].

Mo mMepe HaKonneHus
onbliTa MO MPUMEHEHUIO
6a3uUCcHOM Tepanuu MeTo-
TpeKcaToOM OKa3anocb, 4TO
YyacTb MNaUMEHTOB pe3u-
CTEHTHbl K CTaHAaPTHbIM
HU3KUM po3am. WKcexoas
M3 dapMaKOKMHETUYECKNX
0COOEHHOCTEM M [AaHHbIX
0 MexaHu3Me AeNCTBUS NeKapCTBEHHOrO cpeactBa, 6bino
BbiICKa3aHO MHeHWe O Lenecoobpa3HOCTU MNPUMEHEHMUS
y JaHHOW KaTeropmm 60/bHbIX METOTpEKcaTa B NMOBbILLEHHbIX
[03ax U/vnu napexHtepanbHo [20, 21].

Hanbonee MmacwTtabHbiM 3a nocnegHee aecaTuneTve
ctano 3aBeplieHHoe B 2004 r. MHOrOLEHTPOBOE paHmgo-
MUWU3MPOBAHHOE WCMbITaHWE NO MU3Yy4YeHUo IPPEKTUBHO-
CTM M 6e30MacHOCTU Tepanuu MEeTOTPEKCaTOM B CPEAHMX
(15-20 Mr/m2 B Hel, MaKcuManbHo 20 Mr/Hen) U BbICOKMX
(30 Mr/m2 B Hep, MaKcuManbHo 40 Mr/Hen) 4O3aX Y nauu-

Puc. 5. OTcyTCcTBME NPUNYXIOCTU B KONEHHbIX U FONEHOCTOMHbIX
cycTaBax Ha GOHe napeHTepanbHOro NPUMeEHeHUs MeToTpeKcaTa
B 103e 20 Mr/M2 B HeA (ANNTENbHOCTL Tepanuu — 5 net)

Puc. 6. PyHKLMOHaNbHAsA BO3MOXHOCTb B KONIEHHbIX CycTaBax
Ha dboHe napeHTepanbHOro NPUMEHEHUS METOTPEK CaTa B J03€e
20 Mr/m2 B Hep (IIUTeNbHOCTb Tepanuu — 5 fiet)
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E€HTOB C MOSIMAPTUKYNAPHBLIM CyCTaBHbIM CUHAPOMOM Mpu
loBeHUNbHOM apTtpuTe [21]. Y 80 13 595 naymeHToB, ne4mBs-
LUMXCH MeTOTpeKcaToM B fo3e 8—12,5 Mr/M2 B Hef, He 6blno
3apeructpuposBaHo aaxe 30% ynydyweHus no AKP...,. 3Ty
rpynny pasaenunu Ha 2 noArpynnbl: 4eTam M3 1-i noarpynnbl
(n = 40) po3y MeToTpeKcaTa nosbicknu fo 15 mr/m2 B Hep,
2-it (n = 40) — go 30 mr/m?2 B Hep. MpenapaT BBOAWAM
NMOAKOXHO WM BHYTPUMBbIWEYHO. Yepe3 6 Mec NneyvyeHus
y 55-62% nauuneHToB 6bin0 3apernctpupoBaHo 30% ynyu-
wexune no AKP..,, OAHAKO He GblN0 YCTaHOB/IEHO CTAaTUCTH-
YECKM 3HAYMMbIX Pasinymi Mexay nogrpynnamu rno apodek-
TUBHOCTM M 6e3onacHOCTM npenaparta. Takum obpasom,
COrnacHo pesynbrataM UCCneaoBaHus, oNTUMalbHOM B Tepa-
nNuW OETer C IOHOLWECKMM apTpUTOM sIBAsieTCA [03a METo-
Tpekcata 15-20 Mr/mM2 B Hed C BHYTPUMbILEYHLIM WK
NOAKOXHbIM CrMocobom BBedeHUs, a oueHuBaTb IDPEKT
OT JIe4eHns He0BX0AMMO He paHblle Yyem Yyepes 9—12 mec.
1o MHEeHUIO aBTOPOB MccneaoBaHus, 3GPEKTUBHOCTb Tepa-
nuu NpenapaTtom B CPEAHMX WM BbICOKMX A03ax O4MHAKOBA,
W NPoCTOE MOBbIEHWe A03bl Gonee 20 Mr/M2 B Hej He YBe-
nnymBaet addEKTUBHOCTM NpenapaTa [21].

TakKe uHTepec NpeacTaBAsOT CpaBHUTENbHblE UCCre-
noBaHUsa 3PpPEeKTUBHOCTM MeTOTpeKcaTa B 3aBMCMMOCTH
OT cnocoba BBeaeHUs. B 4acTHOCTW, OblIM YCTaHOBJIEHbI
BO3pacTHble OCOBEHHOCTM GMOAOCTYNMHOCTU MeETOTpeKcaTa
npu ero nepopanbHOM MPUEME U MOAKOXKHOM BBEAEHUM.
Mpn aTOM 3Ha4YUMbIE pasnnyms B abcopbLumm MeToTpeKcaTa
Mexay ero TabneTMpoBaHHbIM M NapeHTepanbHbiM BBeje-
HUEM HauMHaIOT MPOSIBASTLCS € 403bl Gonee 10 Mr/m2 [20].
1o aTUM npuyMHam napeHTepanbHoe (MOAKOXKHOE, BHYTPU-
MbllleYHOE) BBeAeHMe aBnseTcsa 6onee apOEKTUBHbIM.

B gpyrom uccnegoBaHuMy NpoBoAMaachb oueHKa addeK-
TMBHOCTM MOAKOXHOTO BBEAEHWS MeToTpeKcaTta y AeTew
C HegocTaTo4yHbIM OTBETOM Ha MepopanbHbli npuem [22].
B nccnepgoBaHue 6bi1 BKAOYEH 61 pebeHOK C IOHOLWECKUM
aptpuTom (43 AeBOYKM, 18 Manb4ymMKoB; 8 — C CUCTEMHbIM
aptpuTom, 25 — ¢ nonnapTputom, 14 — ¢ 0NMroapTpUTOM,
5 — Cc apTpuTOM, acCOUMMPOBAHHbLIM C 3HTE3UTOM, 4 —
¢ HeandbdepeHUMpPOBaHHbIM apTpuToM). MeToTpeKkcaT ans
NOAKOXHOIO BBeAEHUS Obln HadHayeH 31 pebeHKy, U3 HUX
13 — B cBA3KU C oTCcyTCcTBMEM 3addeKTa OT nepopasbHOro
npuema, 7 — C HegocTaToYHOM 3dPEeKTUBHOCTbIO, 18 —
no NpUYMHe pa3BUTUSA TOWHOTLI. Yepe3 3 mec neveHnsay 77%
neTen 6bI10 3apeErMcTPMpPOBaHO YyyLlleHWe, Npu 3TOM rena-
TOTOKCUMYHOCTb METOTPEKCaTa 6blla MeHbLUEe B rpynne aAeTen,
KOTOpPbIM MpenapaTt BBOAW/IM NapeHTepasnbHO (MOAKOXKHO).

KOH®JIMKT UHTEPECOB

MHoroneTHee NpUMeEHeEHWe MeTOoTpeKcata B peBmMaTtoso-
rMYEeCKOM MPaKTUKE NO3BOIUIO0 XOPOLUO M3YYUTb CMEKTP €ro
no6oy4HbIX apdeKToB [23, 24]. B HacTosLLEE BPEMS YCTAHOB-
NIEHO, 4YTO COOTHOWEHUE 3DPEKTUBHOCTb/TOKCUYHOCTb AN
MeTOTpeKcaTa CYLLEeCTBEHHO Bhllle, YeM a5 Apyrux 6asuc-
HblX MPOTMBOPEBMATUYECKUX NPenapaTos.

B HacTtosiwee Bpemsa ana nedeHus HOUNA 6e3 cuctem-
HbIX MPOSIBAEHWUI YCNEWHO NPUMEHSIIOT F€HHO-UHXEHEPHble
6uonornyeckne npenapatbl (FTMBIM): MHrM6UTOPBLI daKTo-
pa HEKpo3a ONyxofin «, aHTUTeNa K MHTepnenkuHy 6 [25,
26], 6noKatopbl KocTumynauun T naumdouunToB 1 ap. [27].
HoBble AaHHble MoOKas3anu, 4TO KOMOWHUMPOBAHHOE MpMU-
MeHeHne TUBI ¢ meToTpeKcaTom MnoBblWaeT Ux addeKTUB-
HOCTb, B YaCTHOCTW YCUIMBAET UX NOSOXUTENbHOE BAUSIHUE
Ha AecTpyKLuMIo cycTaBoB [28, 29].

OCHOBHbIM NpensATcTBMEM 60JIEE LUIMPOKOIr0o Ha3HaAYEHNUS
MBI aBnseTcs ux BbiIcOKasi CTOMMOCTb. 3Ta nNpobiema TakxKe
Oblna oTMeYeHa B 3apybexHbIX CTpaHax, rae MCnosib3oBaHue
6MONOMMYECKMX MPenapaTtoB OrpaHUYMBaETCs CyyYasmu,
Npu KOTOPbIX AOCTUMKEHUE PEMMCCUU BONE3HN MAOBEPOAT-
HO MNPV Ha3Ha4YeHnn meToTpeKcaTa. BMecTe ¢ TeM CAULLKOM
yactoe HazHayeHue MBI Kak npenapaToB NepBON JIMHUK
npu KOMA 6e3 CUCTEMHbIX MPOSBIEHUA MOXKET MNPUBECTH
K YBENUYEHMIO 06LLMX 3aTpaT Ha 34paBOOXpaHeHue.

3AK/TIIOYEHUE

Pesynbratbl nevyeHunss 6onbHoM L. nosBonsawT caenatb
BbIBOA O TOM, YTO MOBbIWEHWE A03bl METOTPEKcaTa B Ciy-
yae ero HefgocTtatoyHOM 3DGDEKTUBHOCTM B CTaHAapPTHOM
L031poBKe (15 Mr/mM2 B Hep) No3BoASET NPEOAONETb Pe3u-
CTEHTHOCTb K Mpenaparty, 4OCTUYb peMUccHun 3aboneBaHus
N BEPHYTb pebeHKa K NOTHOLLEHHOMN XU3HM.

AHanus TepaneBTUYECKON 3PDEKTUBHOCTU METOTPEKCA-
Ta B 6onee BbICOKOI A03MpoBKe (20 Mr/m2 B Hea) nokasarn,
YTO yXKe 4Yepe3 2 MeC KynupoBanacb aKTMBHOCTb yBEWTa,
yepes 3 Mec 3HaYUTENbHO CHU3MNACh aKTUBHOCTb CYCTaBHO-
ro CMHAPOMa, a Yepes Nnonaroga KynupoBaancb OCTPOBOCMA-
NITENbHbIE UBMEHEHUS B CyCTaBaXx, yMeHblUMNacb CTEMNeHb
WMHBaNMAM3aLUMM U NMOBbLICKUIOCH KaYecTBO XKM3HU pebeHKa.
Heo6Xxo0aMMO OTMETUTb, YTO M3MEHEHWE CXEMbl Sle4eHus
MEeTOTpeKcaToM MO3BOAMAO BO3AeEpKaTbCid OT nepopasb-
HOro HasHa4dyeHus U peTpobynbbapHOro BBEAEHWS [IOKO-
KOPTUKOWAOB, a CnefoBaTeNlbHO, U36eXKaTb TaKUX TSKeNblX
NoCNeAcTBMM ON1a pebeHKa, Kak pa3BuUTME KaTapaKTbl, rop-
MOHO3aBMCMMOCTM, OCTEONopo3a, OTCTaBaHMs B MOJOBOM
N GU3NYECKOM Pa3BUTUN.

T.B. CnenuoBa — noJsiyyeHune uccnefoBaTeslbCKUX rpaHToB OT dapMaueBThiecKon KoMmnaHuu Centocor.
T.M. B3apoBa — nony4yeHue nuccneaoBaTe/lbCKUX rpaHToOB OT GpapmaLleBTMYECKMX KOMNaHKi Roche, Pfizer.
E.WU. AneKceeBa — nonyyeHue UccnefoBaTeNbCKUX FPaAHTOB OT dapmaLueBTUHeCKnx KomnaHum Roche, Abbott, Pfizer, Bristol-

Myers Squibb, Centocor, Novartis.

C.WU. BanueBa — nosy4yeHue UccneqoBaTelbCKMX rpaHToB OT papMaLeBTUYECKMX KOMNaHui Roche, Bristol-Myers Squibb.

P.B. leHncoBa — nosy4eHue uccnefoBaTe/lbCKUX rpaHToB OT GpapmMaLeBTUYeCKMX KomnaHum Roche, Centocor, Novartis.

K.B. UcaeBa, E.T. YucrakoBa, A. M. Yomaxupgse, H.U. TanGynatoB — oTCyTCTBME DUHAHCOBOW MNOAAEPKKN/KOHDNMKTA

MHTEPECOB, 0 KOTOPbIX HEOBXOAMMO COOBLLMUTD.
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B ctatbe obcyxaaetcs npobaema GopmMuMpoBaHus cuHapoMa Maibabcopbumnn y aeTei paHHero Bo3pacta ¢ nuLyeBom
annepruen 1 Leanakmen BCaeiCcTBmue Hecobat04eHNs COBPEMEHHbIX MPUHLMIMNOB OpraHn3aumm nx nutaHus. Ha KanmHmnye-
CKMX rnpumepax AeMOHCTPUPYIOTCS MOCAEACTBUSA HEAOOLUEHKN aHaMHe3a, CTeNEHU TAXKECTU COCTOSHUS M O34HEN amar-
HOCTUKM cuHApoMa Maibabcopbummn. CBA3aHHbIE C 3TUM HapyLUEHMS MUTaHUS MPUBOASAT HE TOJIbKO K MpOorpeccupytowemy
YXYALIEeHNIO COCTOSHWUA 340P0BbSI pebeHKa, HO U yBEIMYMBAIOT PUCK Pa3BUTUSI y HEro psiga TsxKenbix 3abo/eBaHui B
6yayuem.
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(Ana yntnpoBaHuns: Jy6posckas M.U., botkuHa A.C., JaBuaeHko H.B., 3y6osa T.B., /lanukoBa B.b, Web6ankuHa K.O.,
MNetpocsH 3.K. CuHgpom manbabcopbunn. KnuHnyeckue cnydyanm u3 amobynatopHOM MPaKTUKW. Bornpockl coBpeMeHHOH
negmnatpmmn. 2015; 14 (3): 402-407. doi: 10.15690/vsp.v14i3.1378)

BBEAEHMUE

lpo6nema 3a6onieBaHUM KeNyLO4YHO-KULIEYHOrO TPakK-
Ta y [eTel 4Ypes3Bbl4alHO aKTyanbHa B HacToslee Bpe-
MA. TIpaKTUYeCKU Kaxkabli BTOPOM pebeHOK nepuogunye-
CKM, @ KaXXgbll TPETUM — MOCTOSAHHO MNPEeAbABAAT Te
WK UHble Xanobbl CO CTOPOHbI OPraHoB MNULLEBapeHus
[1]. Ho3onornyecknin npodunb racTpoO3HTEPONOrMYECKOMN
naTofiorMn 4YpesBblHaMHO LWKMPOK W BKIOYAET QYHKLMO-
HanbHble, BOCMaUTENbHblIE U AECTPYKTUBHbIE MPOLECCHI.
CyuiecTBeHHOE MeCTO, 0COOEHHO Y AeTEN paHHero Bo3pac-
Ta, 3aHMMalOT pasnnyHble 3ab60NeBaHUS KULLIEYHUKA, NPO-
TeKalolwune ¢ cMHApOMOM Manbabcopbuuu. MNog manbab-
copbLMeN B HacTosLWee BPeMSA NOHUMAIOT NaToNorniyeckoe

COCTOSIHME, B OCHOBE KOTOPOrO JIEXWUT BPOMKAEHHbIV WMAK
NPUOBPETEHHbIN OedEKT pacllensieHns, nepeBapuBaHua
W/WAKN BCaCblBAHWUS TEX MW UHbIX MHTPEANEHTOB MULLM.
Cpean Bcex alMMeHTapHO3aBUCUMbIX 6one3Hen y
JeTen cUMHOPOM Manbabcopbuum Mrpaet ocobyk pob
M3-3a PacnpocTPaHEHHOCTU, MONUITUONOTMYHOCTU U
cTeneHn TaxecTn. Hanbonbliyto 3HAa4YMMOCTb npobrema
npeactaBnseT Ans AeTen paHHero Bo3pacTa, MOCKOJbKY
MMEHHO B 3TOT Nepuoj OTMeyaeTcs Haubonee aKTuB-
HbIM MpoOLECC pocTa M pa3BuTUa pebeHKa. KnnuHuyeckune
NPU3HaKM cuHApOMa Manbabcopunm pasHOOOpPa3HbLI.
Han6onee 4acTblM CMMMOTOMOM SIBASIETCA AMCMNENCUS B
BMae HeodOPMIEHHOrO CTyna, ANUTENbHOW AMapeun, UHO-
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The article focuses on the development of malabsorption syndrome in young children suffering food allergies and protein-losing
enteropathy resulting from failure to follow contemporary nutrition principles. The clinical events demonstrate the consequences
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raa C NPOXWAKaMKU KpoBu. s cuHApoMa ManbabcopoLnm
XapaKTepHa TaKXe 3ajeprkKka GU3ny4yeckoro, a nopom —
N NCUXMYECKOro pa3BuTusa [2, 3].

CuHapoM Manbabcopbumm B HacTosiliee BpeMsi 06b-
eanHseT 6onee 70 HO30/10MMI, YTO CO3AAET CYLLECTBEHHbIE
TPYAHOCTM Npu npoBeaeHun andbdepeHumanbHO-AUarHo-
CTUYECKMX meponpusatuin [4]. Hanbonee 4acTble MPUYUHBI
ManbabcopbLuun y aeTen — nuieBas anneprus, amcaxapu-
[as3Has HeJOCTaTOYHOCTb U Lennakus [5].

MprMBOAMM OMUCaHWE KIMHWYECKUX CllyYaeB C LEeNbto
NEMOHCTpaUMM NpPSAMON CBSA3M MeXay HecobioaeHneM
COBPEMEHHbIX MPUHLMMNOB U NOAXOAO0B K OpraHu3aumu nuta-
HUS aeTen paHHero Bo3pacTa, MrHOPMPOBaAHMEM BO3MOXHbIX
peaKkuUui Npu ynoTpebneHnm o6anraTHblX annepreHoB, Hego-
OLIEHKOW [AaHHbIX aHamMHe3a, TAXEeCTW COCTOSHWS, No3aHen
MX AMArHOCTMKOM M GOPMUPOBAHMEM CUHAPOMA Manbab-
copoLun.

KNIUHUYECKUHA NPUMEP N2 1

[eBouka A., 4 roga 9 mec. lNocTtynuna ¢ xanobamu Ha
KpOBb B CTyfe.

HacneacTBeHHbIN aHamMHe3 OTAroWeH Mo aTonMyecKUm
3aboneBaHUsaAM y 060ux poauTtenen (6poHxuanbHas actMma,
nuwesas anneprus, otek KBMHKe npu ynotpebneHnu poibbl,
HenepeHoCUMOCTb MoTeHa).

M3 aHamHe3a: pebGeHOK OT nepBon 6epeMeHHOCTH, nep-
BbIX CPOYHbIX CaMOCTOATENbHbIX POAOB. Ha rpyaHOM BCKapM-
NMBaHUKM Haxogunacb ao 1 roga 2 mec. Ha nepBom mecs-
e XM3HW y pebeHKa 3aperMcTpupoBaH 3nu304 OCTPOM
KpanuBHULbI nocne ynotpebsieHns MamMon XapeHon pbliObl.
HecmoTpsi Ha 3TO, B TeyeHue BCero nepuoga rpyaHoro
BCKapM/MBaHUS maTb AWETY He cobntogana. Ha nepsom rogy
KU3HU Y AEBOYKM OTMEYanUCb MPOSIBAEHUS aTOMUYECKOro
aepmaTtuta. lMocne nepeBoja Ha o6WMiA CTOA runoannep-
reHHOW AueTbl He npuaepmBanucb. C TpexseTHero BO3-
pacta Ha6noganacb annepronoroMm no MoBOAY MPWUCTYNoB
Kalns, NpeMMyLecTBEHHO B HOYHOE BPEMS, YacTbix KaTa-
panbHbIX U3MEHEHUN CO CTOPOHbI HOCOIIOTKM C AMarHo-
30M: «bpoHxnanbHaa acTMma, atonuyeckas dopma, nerkoro
NEPUCUCTUPYIOLLErO TEYEHUS; anIePrMYECKUin NepUcUCTUpy-
oWni puHUT». MNpn annepronornyeckom obcnefjoBaHun ycta-
HOBMlEHa CEHCMOMIM3aLMa K anuaepmalibHbiM annepreHam
(KowkKa, cobakKa), naecHeBbIM rpubam, MNbliblie AEPEBLEB,
oBaNbObyMHUHY, Gelkam KOpPOBbLEro MOJIOKa, OJHAKO AMETY
He cobnioganun. C 4 net ctanM NepuoguM4yeckn NosBAATbCS
NPOXKUIKN KPOBKM NoBepx 0GOPMAEHHOrO CTyNa, oTMeYanach
3aTpyaHeHHasa nedekaums. B aBrycte 2014 r. geBo4yka 6bi1a
9KCTPEHHO rocnuTanuMavpoBaHa B l-e xupypruyeckoe otge-
nernve ANKB N2 9 um. IH. CnepaHckoro (MocKBa) ¢ xano-
6aMu Ha KpoBb B CTy/e. poBeaeHa KONOHOCKONUS ¢ 6uon-
CUen, amarHocTupoBaHbl HeauddepeHUMPOBaAHHbIN KOMKUT,
COUHKTEPUT, TpelMHa aHyca B cTaguu anutenusauuu. Mpu
rMCTO/IOMMYECKOM MCCNefoBaHWK onpeaensnach KietoyHas
MHOUNBTPALMA HepaBHOMEPHOM MAOTHOCTWU, NpeacTaBieH-
Hasa numdouuTamu, HenTpodunamu ¢ NnpeodragaHMem 303u-
HOOMNOB, NNasmMaTUYEeCKUMK KneTKamu. PeKomeHgoBaHoO
co6N04eHNe TMnoansiepreHHon AMeTbl ¢ UCKNtoYeHnem 6en-
KOB KOPOBbLEr0 MOJIOKa. B CBSI3N C MOBTOPHbLIM NOsiBAEHWEM
KpoBu B cTyne 17.09.2014 rocnutanuavpoBaHa B oTaene-
Hue ractpoaHTeponormum ArKb N2 9 um. .H. CnepaHckoro.

Mpu noctynnennn Bec 16,2 Kr, poct 108 cMm. [leBouKa
aCTEHMYECKOro TUMna TeNIOCNOXKEHUS, ANCTapMOHUYHOIO 3a
cyeT HepocTaToyHOM Macchl Tena. Koxa 6negHas, cyxas,
YMEPEHHOM 31aCTUYHOCTWU. BuamMmble cnmMsnctble 060104KM
61e4HO0-PO30BbIe, BNaXKHble, 6necTawme, Yuctole. dpixaHune
BE3UKYNSAPHOE, MPOBOAMTCS BO BCE OTAE/Nbl, XPUMOB HET,
BblJOX He yANuHeH. [paHuLbl cepala B npefenax Bo3pacTHOM

HOPMbI. A3bIK OOJIOXKEH XENTbIM HaNETOM, BNaxHbIh. Knsot
06bl4HOM GOPMbI, PABHOMEPHO Y4acCTBYET B aKTe [bIXxaHus,
[OCTyrneH rny6oKon nanbnauymu, 601€3HEHHBIN B 3NUracTpuu,
yMepeHHO 60Ne3HEHHbIN MO X0y TONCTOM KULWKK. O6nactb
aHyca He U3MeHeHa, PO30BO-KOPUYHEBOIO LIBETA, BUAMMbIX
TPELMH U 3PO3UI HET.

B KAMHMYECKOM M GUMOXMMWMYECKOM aHanu3e KpoBMU
naToNoOrMM He BbIBNEHO, MPU3HAKOB BOCMANEHUS HET.
IgA K TKaHeBOWM TpaHcrnytamunHase 1,5 Ea/n (Hopma < 10),
IlgG 15 Ea/n (Hopma < 10). Kan Ha KanbNpOTEKTUH
(o1 26.09.14) 22,4 mr/kr (Hopma 0-50). JlaTeKkc-TecT Ha
aHTureHbl Helicobacter pylori (o1 19.09.14) oTpuuaTenbHbI.
Mpyn KOMPONOrMY4ECKOM MCCNefOoBaHUK: KneT4yaTka Henepe-
BapeHHas!, KpaxMaa BHEKNETOYHbIV B 60/IbLLIOM KONMYECTBE,
nenkounTtbl — O—2 B none 3peHus.

drnbpoanacToracTposyofeHOCKONMA: NPU3HAKK AyOAEHU-
Ta, eloHUTa.

Mopdonornyeckoe uccnegoaHne 6uontaTta CIM3UCTON
060/I04KM TOLWLEN KULIKKW: COOTHOLEHWE KpUNTa / BOPCUHKA
1:3-1:3,5. BOPCHMHKM C XOPOLIO BblpaxeHHOW ¢ecToHYa-
TOCTbIO KpaeB, BbICOKMMMW 3HTEPOLMUTAMMU C XOPOLIO Bblpa-
KEeHHOM LWeTo4YHoMn Kanmoin. CoO6CTBEHHAs nNnacTUHKa ¢
YyMEPEHHON paBHOMEPHON WHOUNLTPpaUMen numdboLUTaMu,
nnasmaTtM4ecKMMM KNeTkamum u 303MHOPUNIaMK, HEMHOro-
YUCNEHHbIMK HenTpodunamun. Kpuntel ¢ €eAMHUYHBIMU MUTO-
3aMu, B NPOCBETax — CAU3b.

B TeyeHne 2 Hen npebbiBaHWS B OTAENEHMU Ha doHe
runoannepreHHon 6e3mMofIoYHON AMETbl OTMEYEHO MosiBe-
HWe odOPMNEHHOro camocTosiTeNlbHOro cTyna 6e3 naTtono-
rMYECKUX Npumecen; npubaBKa Mmacchbl Tena coctaBuna 1 Kr.

Knuunyeckun paunarHos: «[lonnBaneHTHas nuwesas
anneprusi, MHTeCcTuHanbHas dopma. bpoHxnanbHasa acTma,
aTonuyeckas Gpopma, 1erkoro NePUCUCTUPYIOWErO TEYEHUS;
annepruyecknit NePUCUCTUPYIOLLUIA PUHWUTY.

KNUHUYECKHUA NMPUMEP N¢ 2

Manbumk ., 4 roga 1 Mec, Haxoauncs B OTAENEHWUU
ractpoaHteponorun AFKB N2 9 wum. H. CnepaHckoro c¢
20.06.13 no 17.07.13. Pe6eHOK MOCTYynua 3KCTPEHHO, MO
HanpaBfeHWIO y4aCTKOBOro neguaTpa, C }anobamu Ha
oTcTaBaHuMe B OU3MYECKOM pa3BUTMM, cnabocCTb, BANOCTb,
60/b B KMBOTE, }UAKUIA CTYyN, y4allaloWwmnincs nocne npuema
MOJIOKa U GPYKTOB.

HacneactBeHHbIM aHaMHeE3 OTArOWEH: Y MaTepu Ce30H-
HbIM annepruyecKkuin PUHOKOHBIOHKTUBMUT, y OTLa NaKTa3Has
HefoCTaTOYHOCTb.

M3 aHaMHe3a M3BECTHO, 4YTO pebeHOK OT aecsATon bepe-
MEHHOCTU, NPOTEKaBLUEN C Pe3YC-KOHPIMKTOM, NATbIX npe-
AEBPEMEHHbIX POAOB NyTEM KecapeBa ceyeHus. Y matepu
pebeHka renatut C. Macca Tena npu poxaeHuun 2900 r, anu-
Ha Tena 50 cM, nepeHec 3aMeHHOe nepenMBaHne KpoBKU Ha
2-e CYT XM3HWU. Ha 1-M MecC KM3HU Ha poHe CUHAPOMA Ablxa-
TeNbHbIX PACCTPOMCTB nepeHec MNHeBMOHUIO (TywwuHCKas
OIrKB, MockBa). B Bo3pacTte 1 roga manbymk Becun 10 Kr.
Ha rpyaHoM BCKapMAMBaHWKM HaxoAuncsa Ao 2 neT, NpUKopm
B Buae Kauw, xneba n GpyKktos BBeaeH nocne 1 roga, Msaco —
nocne 3 net. CTyn ¢ poXKAEHUSA HEYCTOMUYUBLIN, C TEHAEHUMNEN
K HeOpOPMSIEHHOMY; B TEe4YEeHUe BCEro nepuoga KopmaeHus
rpyabto MaTb AMeTy He cobniogana. B TedyeHne nocnegHero
roga OTMeYanocb yBefiMYeHWMe pa3mMepoB }KMBOTA, BbIPOC
Ha 5 cm, B Bece notepsan 800 r; cTyn KawwuueobpasHbIn,
CBET/I0-KOPMYHEBOro LBeTa. Hapactana cnabocTb, BANOCTb,
agMHaMus, OTMeyanucCb pPaxuTonoaobHble W3MEHEHMS
KocTen. Habnoganca y4acTKOBbIM NeAnaTpoM HeperynspHo
(Mo »XenaHuio MaTepu) ¢ AUarHo3om: «Paxu.

Mpu noctynneHuun: Temnepartypa tena 36,3°C, yacTtoTa
cepAeyHbix cokpalleHmin 110 B MUH, YacToTa AblXxaTeNbHbIX
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KnuHun4yecKoe Ha6GnogeHue

Ta6auuya 1. KnnHWYecKuin aHanmMsa KpoBu manbymka .

20.06.13 01.07.13 08.07.13 16.07.13

[emMorno6uH, r/n 109 101 95 83 113-140
SpuTpoLUTLI, X109 53 4.7 4,4 3,9 3,5-4,7
TpomGoLuTbI, X106 544 688 316 309 160-390
NeikounTsl, X108 9,3 9,9 78 9,2 5-12
Hentpodunsl (n/g), % 7 6 1 2 0,5-5
Hentpodunsl (c/9), % 30 46 41 33 36-65
Qo3nHoduNbl, % 0 2 2 3 1-5
NumdoumnTtsl, % 50 35 44 53 50
MoHouuTbl, % 13 11 12 8 2-11
CO3, MM/u4 5 11 19 9 2-12

NBUXEHUN 22 B MUH. CocTosiHMe Taenoe. CaMo4vyBCTBUE
HapyleHo, pe6eHOoK BSANbIA, aCTEHMYECKOrO TENOCNOXKEHMS,
NOHWXKEHHOro nNutaHusa. Macca Tena 11,8 Kr, poct 94 cwm.
dunsnyeckoe pas3BUTUE O0YEHb HU3KOE, TFapMOHWYHOE.
KOXHbI MOKPOB CyxoW, GneAHbln, C 3eMJIUCTbIM OTTEHKOM;
oTMeYaloTcs LiMaHO3 HOCOry6HOro TpeyrosibHWKa, runepe-
MUS WeK, anddy3Has MpaMOpPHOCTb. BbiparkeHHasi BEHO3-
Hasi CeTb Ha KOXKe nepeaHen 6poLHON CTEHKK. [TacTO3HOCTb
rofieHen, cTon M BepxHux BeK. [MoAKOXKHO-KMPOBOW Con
BblpaxkeH cnabo, pacnpeneneH paBHOMEPHO, Pe3Ko Bblpa-
EeHHas AroanyHasa cknagka. Typrop TKaHel M MbllLeYHbIN
TOHYC CHMWMEHbl. [blxaHWe NPOBOAUTCH BO BCE OTAENbI,
xpunoB HeT. O6nacTb cepala He M3MeHeHa. [paHuLbl OTHO-
CUTENbHON cepaeyHOom TYynocTH He paclumMpeHsbl. ToHbl cepa-
Lua 3BY4YHble, PUTMMUYHble. CUCTONMYECKUN LIYM BO BCEX
TOYKax. A3blK 06/710XKeH 6e1blM HaneToM, 60/blle Y KOPHS.

Ta6auuya 2. BUOXMMUYECKMI aHaNU3 KPOBW ManbynKka [.

HMBOT pe3Ko yBenuyeH B pa3Mmepax B MONOKEHUN pebeH-
Ka CTos W nexa, B34yT, ry6oKkasa nanbnauus 3aTtpyaHeHa.
MepKyTopHO: cBOGOAHASA XMAKOCTb B OPIOWHOW MOJSIOCTU
He onpeaensetcs. Mpun Nanbnaunn NETIM KUWEYHUKa pas-
[YTbl, HaMOMHEHbl ra3amu, ayCcKy/lbTaTUBHO onpeaensiercs
ypyaHue. leyeHb y Kpas pebepHOn Ayru, Kpan OCTpbIN,
6e360ne3HeHHbIN. Cene3eHKka He nanbnupyetcs. B otaene-
HUKU nocne KAN3Mbl CTy NoayopOpPMAEHHbIN, axOUYHbIN,
C XUpPHbIM 611eckom. [An3ypun HeT. Pe6eHOK B CO3HaHUM,
MEHUWHreanbHbIX 3HAKOB HET, M0X0 BCTyNaeT B KOHTAKT C
BpavyaMu, Ha OCMOTP pearmpyeTt HeraTMBHO.

JaHHble naGopaTopHbIX UCCefo0BaHUA

B TeueHune Bcero neproaa rocnutannsaLunmn coxpaHanach
rMNoXpoMHas aHemus, YMCno TPOMOBOLMTOB HOpMann3oBa-
nocob (tabn. 1).

21.06.13 26.06.13 05.07.13 15.07.13

ANT, En/n 66 60 64 227 [lo 40
ACT, En/n 92 99 127 279 o 40
LenoyHasa docdatasza, Ea/n 112 78 87 121 [o 500
Amunasa, Ea/n 35 85 49 73 17-155
MaHKpeaTnyeckaa amunasa, Ea/n 12 20 HA HA [o 80
ITT, Ea/n 39 28 30 HA 9-64
NnAar Ea/n 306 281 HA HA 125-450
O6wui 6enok, r/n 50 49 69 68 64-86
ANbBYMUH, T/N 20,0 27,5 HA HA 35-50
XonectepuH, MMosb/n 2,26 2,01 2,91 3,77 1,7-5,2
Bunupy6uH obwmi, MKMonb/n 3,50 4,8 4,3 6,0 1,3-20,5
[noKko3a, Mmonb/n 4,36 3,69 3,66 3,52 3-5,55
eneso, MKMONb/N 2,80 2,44 3,29 3,63 4,5-27,9
TpaHcheppuH, r/n 1,18 0,97 2,3 HA 1,91-3,15
Kanbuui obwmi, MMonb/n 1,88 HA HA HA 2-2,7
Megab, MKMONb/N HAO 6,26 HA, HA 8-21
04 -aHTUTPUNCKH, T/N HA 1,44 HA HA 0,09-2,00

lNpumevanmne. ANIT — anaHvHaMmuHoTpaHcdepasda, ACT — acnaptatamuHoTpaHcodepasa, [TT — ramma-rnytamuntpaHcdepasa, JIAN —
naKtataernaporeHasa, Ha — HeT AaHHbIX.



Ta6nuua 3. Koarynorpamma manbyvka [.

21.06.13 26.06.13
A4YTB, ¢ 35 40 35-45
Tpom6uUHOBOE BpeMS, C 17,4 16,4 <21
MpoTpom6brHOBOE Bpems, C 20,0 29,3 12-14,5
AKTMBHOCTb NPOTPOMGMHOBOrO Kommnaekca (no KBuky), % 37 23 70-130
MHO 1,95 2,86 0,95-1,2
DUbpUHOreH, r/n 34 2,5 2,0-4,0
3TaHON0BbLIN TECT OTp. Orp. OTp.
AHTUTPOMOGWH III, % 113 109 80-120
MnasmuHoreH, % 69 67 72,9-126,9
D-gumepsl, MKr/n 760 618 <240

lMpumeyvaHme. AHTB — aKTMBMpPOBaHHOE YacTU4HOEe TpombonnacTuHoBoe Bpems, MHO — mexayHapoaHOoe HOpMannu30BaHHOE OTHOLIEHME.

Ta6nuua 4. lNMpoTtenMHorpamma mManbynka .

21.06.13 26.06.13
Anb6yMUH, % 47,4 60,8 60,0-71,0
a4-Mno6ynuHsbl, % 4,0 4,0 1,4-2,7
a-MoByNnHbI, % 13,8 11,6 7,0-11,0
fanTorno6wuH, r/n 1,22 HA 0,14-2,58
B1-Mo6ynuHsbl, % 6,6 51 6,0-9,0
Bo-MobynuHbl, % 4,5 3,3 2,0-5,0
v-Mo6ynuHel, % 23,7 15,2 8,0-16,0
KoadbdununeHTt anbbymuH / rnobynuH 0,90 1,55 1,5-2,3

MpumedaHne. HR — HeT faHHbIX.

HecmoTtpsa Ha T0, 4To ¢ 26.06.2013 pebeHOoK Haxoamn-
cA Ha 6e3rnoTEHOBON AMETe, Y HEro COXPaHSANCs CUHAPOM
M30/IMPOBAHHOM aKTMBHOCTM TpaHCaMWHa3 C TeHAeHuueWn
K HapacTaHWto, onpefensisiocb noBblleHue oblero 6enka
M KOHLIEHTPaLMKU }Kene3a B CbIBOPOTKE KPOBW; OCTaslbHble
napameTpbl 6€3 CylWeCcTBEHHOM AUHAMUKK (Tabn. 2).

MN3meHeHus B Koarynorpamme (yaJIMHeHWe NpoTPoOMGU-
HOBOIO BPEMEHWU U CHUMKEHWE aKTMBHOCTM MPOTPOMGUHO-
BOro KOMMJIEKCA) OTPaXKaloT CHUXKEHWE G6ENKOBO-CUHTETUYE-
CKOM GYHKUMM MEeYeHU KaK MPOosiBIEHWE TSKENOro TeyeHus
Lennakmm (tabn. 3).

KnuHuyeckut aHanus mouyn 6€3 naTonoruun, amunasa
moun 114 Eg/n (Hopma 0—380).

Konponorunyeckoe wvccnefoBaHue: KieTyaTka nepesa-
puvBaeMasi — MHOrO, XXWP HeWTpaNnbHbIl — eOWHWUYHBIN,
UPHbIE KNCNOTbl — MHOT0, Mblfla — HEMHOTO, Kpaxmas BHe-
KNEeTOYHbIA — HEMHOrO, CIM3b — HEMHOr0, NIeMKOLUTbl —
eMHWYHbIe B MOJe 3PEHMs, INUTENUN LUUAUHAPUYECKUIA U
NAOCKUI — HEMHOrO.

Ceponornyecknin aHanusa kposu (ot 21.06.13): K nepcu-
HMO3y — 09 1 03 (HOMepa aHTUIeHOB K MEPCUHUSM); TECT Ha
anseHTepuio PnekcHepa M 3oHHE, a TaKXKe Ha NceBaoTy6ep-
Kynes oTpuuaTtenbHbli.

Aututena Kk HCV, HAV, Hbs-ag, HBc (o1 24.06.13) —
pe3ynbraTbl TECTOB OTpuLaTesnbHble. IgM u IgG (o1 24.06.13)
K BO36yaUTENsIM OMMNOPTYHUCTUYECKUX MHDEKUMI (LuToME-

ranoBupycy, MMKomnnasme, TOKCoMNna3Me, BUpycam repreca
1-ro u 2-ro TMna, Bupycy AnwrtenHa—bapp, xnammansam) He
o6HapyXeHbl. AHTUTena Kk BUY (o1 27.06.13) — peaynbrat
TecTa oTpuLaTeNbHbIN.

KoHueHTpaums C-peakTnBHoro 6enka (o1 21.06.13)
0,2 mr/n (Hopma 0,1-8,2); peBMaTomaHbIM dpakTop < 8 ME/mn
(Hopma 0-25), aHTncTpenTonuanH-0 < 200 ME/mn (Hopma
0-200); npokanbUMTOHMH 0,1 Hr/mMn (Hopma < 0,1 Hr/mn);
oq-KUCNbIR - rAnKonpotenH 1,65 r/n, B [OUMHamuKe
(26.06.2013) — 1,07 r/n (Hopma 0,50-1,20).

AHTUTENA K TpaHcrnytamuHaze (o1 26.06.13): IgA 6340
(Hopma < 10 Eg/mn), 186G 4050 (Hopma < 10 Eg/mn).

Hopmanusauus nokazatenen 6enKoBbIX GpaKLni CbiBO-
POTKU KPOBW OTpaxaeT aPpdeKT OT NPpOBEAEHHOW MHTEHCHB-
HOW MHDY3MOHHOWM 3aMeCcTUTENbHOM Tepanuu (Tabn. 4).

Pe3ynbraTbl MHCTPYMEHTaNbHbIX UCCNIe0BaHUM

Y3W opraHoB 6piolHOM Nonoctn u novek (ot 20.06.13
n 24.06.13): cBob6ogHasa MUAKOCTb He BM3yanuaupyetcs.
MNoBbIWeEHHOE ra30Hano/HEHNE KUWeEeYHON TPyOKU. MHOo-
YECTBEHHbIE KULIEYHble NeTn guamMeTpom o 20 MM 3anon-
HEHHbIE }WOKUM COAEPKMMbIM, aKTUBHO MEePUCTaNbTUPYIOT.
MopxenynoyHas xenesa 06b6I4HON GOPMbI, KOHTYPbI POBHbIE,
yeTkue. Kancyna He ynnoTHeHa. Pa3mepbl: ronoBka 8 mw,
Teno 8 mm, xBocT 14 MM. BMPCYHIroB MPOTOK He pacluMpeH.
OXOreHHOCTb MapeHxMMbl He u3meHeHa. CTpyKTypa OfHO-
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pogHas. lNeyeHb: B TMMMYHOM MECTE, KOHTYPbl POBHbIE, YET-
Kue. MNpaBasa gona 96 mm, nesas gons 45 mm. Pa3amepsbl He
yBenun4yeHbl. HUKHUI Kpar oCTPbIN. AXOreHHOCTb NapeHXUMbI
He na3MeHeHa. COCyAWCTbIM PUCYHOK MapeHXMMbl YCUIIEH.
HenyHbli Ny3bipb: COKpaLLEH, He oueHeH. [loCTOBEPHO BU3Y-
anu3npoBaTb He yaanocb. BHeneyeHo4Hble enyHble npo-
TOKM He pacwwupeHbl. CeneseHka 67X27 MM, B TUMUYHOM
MecTe, KOHTYPbl POBHblE, YETKME. IXOCTPYKTYpa U IXOreH-
HOCTb He M3MeHeHbl. O6beMHbIX NaToNorMyeckux obpaso-
BaHMW Ha MOMEHT UCCefoBaHUA He 0O6Hapy>keHo. MoyeBow
ny3blpb OMOPOXKHEH. [OYKM PacnoNOXKeHbl B TUMUYHOM
MecTe, KOHTYpbl POBHble, YeTKune. KopTuKo-memynnspHas
anddepeHuMpoBKa BblpayxkeHa xopowo. MNapeHxnuma novyek
06bI4HOW 3XOreHHOCTU. MONOCTHbIE CUCTEMbI MOYEK HE pac-
wnpeHbl. MpaBas nodka: 73X30 MM, napeHxuma 12 mm.
NleBasi noyka: 70X 39 MM, napeHxnuma 14 mm.
PeHTreHonornyeckoe wuccnegoBaHue opraHoB Optow-
HoW nonoct (oT 21.06.13): Ha 0630pPHON peHTreHorpamme
OPIOLHOM MOMAOCTU BUAHbI MHOXECTBEHHbIE YPOBHU KUAKO-
CTW Pas3/IMYHOM BENUYUHBI, BUAHbI NETNU KULLKKW, pasayTble
rasom, MPenMmMyLLeCTBEHHO PaCcnO/OXKEHHbIE B BEPXHEM OTAe-
Nne OpPIOWHOM MONOCTH; B KULIEYHUKE OO0MblIOE KOMMYECTBO
COAEPKMMOTO.
PeHTreHonornyeckoe wuccnegoBaHue OpraHoB rpyaHOM
KneTku (o1 21.06.13): NaTtonormm He BbIIBIEHO.
dubpoazodaroractpoayoaeHockonusa (ot 25.06.13):
nuweBoa cBo60AHO NpoxoanM. Canauctas 060a04Ka nNuLe-
BoJa 6/1e4HO-PO30BOro LBETa, Kenyaka — 6neJHO-po30BOro
uBeTa, 6necrauwas. MpuBpaTtHUK OKPYrIon GOPMbl, OKPYKEH
BbICOKMMU CKNagKaMu, NepucTanbTUKa akTMBHas, CMblKaeT-
€51 NOSTHOCTbIO, MbILLILLbl €r0 PE3KO CNa3mMupoBaHbl. JlykoBuua
ABeHaLaTUNepPCTHON KULWKK O6blYHbIX pa3mMepoB, nycTas.
Cnnauctas o6ono4Kka 651eaHo-po3oBas. [1poxoanMocTb 6YySib-
6oayofeHanbHOro nepexoja ceo6ogHas. B noctnyKoBMYHOM
oTAene CKagKW HECKONIbKO OTEYHbIe, Pa3MYHON TOMLLMHDI,
KOHLEHTPUYHO pPacnofioXKeHbl; MPOCBET KULIKW CNasmupo-
BaH, KWLWKa u3BuTas. Cnusnctas obonoyvyka ee necrtpas,
OoTeYyHasi, BOPCUHYaTbIN PUCYHOK HEPaBHOMEPHO YCUEH.
B anctanbHOM oTaene ABeHaauaTMNepPCTHOM KULLKHK, B TOLLEN
KULLKEe HapacTaeT OTEYHOCTb CKMIaAoK, MOsBASETCH HepaBs-
HOMEepHas runepemus, OTEYHOCTb CAM3UCTON OBGONOYKM.
B nocTyKOBMYHOM OTAEE MHOTO MYTHOM BASKOW KMAKOCTH.
[McTonornyeckoe uccnepoBarue (ot 26.06.13). buoncus
CNM3UCTOM 060M04KM ABEHAALATUNEPCTHOM KMLLKK: BOPCUHbI
OTCYTCTBYIOT, KpUNTbl [yO6OKKE, C BblparKeHHOM nponunde-
PaTMBHOM AKTMBHOCTbIO 3MUTENNS; MOKPOBHbLIM 3NUTENUN
ynaouieH, 06unbHO MHOUABTPUPOBAH NMMbOLMTaMK, LLETOY-
Has KalMa HU3Kas; B COOGCTBEHHOWM MNacTUHKE onpegens-
eTca 06UNbHbIN AUPDY3HbIN MHOUABTPAT M3 TUMPOLIUTOB,
JIenKouuTOoB, nna3mouuTtoB. buoncusa cnuMsaucTon o060504-
KW aHTpanbHOro oTAena Kenyaka: npeacraBieHa ryboKkum
$HOBEONAPHBIM INUTENMEM U MENKMMU NPUAEKaLWLMMK dpar-
MeHTamMK GYHKLMOHANbHbLIX Xenes; B NOKPOBHO-AMOYHOM
ANUTENNUU OnpeaensieTcs pacnpocTpaHeHHas HeobunbHas
MHOMABbTPauma numdbounTaMu, rMCTUOLMUTAMKU. 3aKitoye-
HWe: aTpoPUYECKN AYOAEHUT, COOTBETCTBYET KIMHUYECKOMY
anarHogy «Llennakus».

JleyeHue u ero pesynbrarbl

[veTa: cTon UHAMBWUAOYaNbHbIN (arnMaguHoBas aueta) +
CMeCb Cyxasl 4Nna 9HTepanbHOro M napeHTepanbHOro nuta-
Hus, 100 mn X 4 pasa. MHdy3noHHas Tepanus ¢ 21.06.13 no
27.06.13: Kanus xnopua + HaTpus rmapokapboHaT + HaTpua
xnopua, 200 mn; neHTokendunnauni, 1,0 mn; rmiokosa, 150 mn;
20% anbbymuH, 50,0 mn; dpypocemua, 1%, 1,0 mn; KCI 4%,
8,0 mni; MgS04 25%, 1,0 mn; Butamutbl B4, Be, 0,5 mn,
BuTaMuH C 1%, 1,0 mn; antommHma docodat 1/2 naketuka,

X 4 pasa; CUMETUKOH, 5 mn X 4 pa3sa; naHKkpeaTuH, 10 ThiC.
EJ, 1/2 kancynbl, X 4 pagsa.

Ha dboHe neveHns oTMeyeHa NONOKUTENbHAS AMHAMUKa:
pebeHOoK cTan 60fee aKTMBHbLIM, XMBO BCTyNan B KOHTaKT,
nosiBuacs annetut. Mcyesna 60Mb B XMBOTE, CTYN CTan pery-
NAPHBIM.

MNMpn6aBka B Bece — 300 r 3a 3 Hea. BmecTe ¢ TeM coxpa-
HAZIMCb @aHEMUS U YBENNYEHWE Pa3MepoB XnBoTa. PebeHoK
BbIMMCaH U3 cTaLMoHapa B Y40BNETBOPUTENIbHOM COCTOSHUM
nog HabniogeHue neguaTpa W ractTpoaHTeposiora Mo mecry
KUTENbCTBA.

KnuHnyeckuin auarHos: «Llennakus, TMnuyHas dopma,
aKTUBHbIN nepuod. CMHAPOM M30NMPOBAHHOIO MOBbLIWEHUS
aKTUMBHOCTM NeYeHOYHbIX TpaHcaMunHas. XKenesogepuumntHas
aHeMusl CpeaHeN CTeNeHn TAXEeCTU».

OBCYXAEHME

MepBbIN KNMHUYECKWUI MPUMEP HarNsaaHO AEMOHCTPUPYET,
4YTO HeaJeKBaTHOe BBeAEeHWE NPUKOPMA, OTCYTCTBUE 3NUMU-
HaLUMW NPUYUHHO-3HAYUMBbIX aniepreHoB NPUBOAUT K paHHe-
My Hayany aTonuyeckoro Maplia. Ha MoMeHT o6¢cnefoBaHms
y pebeHKa yxe pa3Bunacb MHTECTMHaNbHasA Gopma NULLEBOM
annepruun B Buae 303nHOOUILHOIoO KonTa U pecrnmpaTopHom
anneprun. HeT COMHeHus B TOM, YTO HEBO3MOXHO CO34aTb
YHUBEPCANbHYIO 3IMMUHALMOHHYIO AMETY ANS BCEX AETeN C
nUeBON annepruen, Ho 6eccrnopHbiM ocTaeTcs daKT, 4To
3bGdEKTUBHOCTb NIE€YEHUSI 3aBUCUT OT CBOEBPEMEHHOIO W
MOHOMO UCKIIOYEHUS U3 paLuoHa pebeHKa U/WanM Kopms-
Wwen matepu BCex MPUYUHHO-3HAYUMbIX ansiepreHos [6-8J.
Kpome Toro, TaxecTb Te4yeHus 3abofieBaHus U, 4TO camoe
rnaBHoOe, NMPOrHO3 3aBMCAT OT CBOEBPEMEHHOM W MONHOM
3/IMMUHALMK anfiepreHoB U3 NUWK 1 6biTa pebeHKa ¢ annep-
rmyecKow natonorven [9-11].

[Nna CHUXEHWS BO3MOXHOIO pUCKa pas3BUTUA annep-
FMYECKUX peaKLni, OCOBEHHO Yy AeTen C OTArOLWEHHbIM
anneprosiorMyeckUM aHamHe30M, Npu BBELEHUU MPUKOopMa
Heo6X04AMMO CTPOro yCTaHaBAMBaTb CPOKMU €ro Ha3HavyeHus,
cobnofaTb HaunoHanbHble TPaguLnmu B NUTaHWK, UCMNONb30-
BaTb MOHOKOMMOHEHTHbIE MPOAYKTbl MPOMbILIEHHOMO NpPo-
M3BO/CTBA C HU3KOW aneprn3npyroller akTuBHOCTbIO [12].
B aToMm nnaHe xopoLwo cebsi 3apeKoMeHA0BaNN MOHO- U MOMK-
KOMMOHEHTHbIE MPOAYKTbl TOProBoM Mapku «PpyToHAHS»
(OAO «[TPOI'PECC», Poccus): ppyKTOBbIE, OBOLLHbIE, MSACHbIE
nope; GpyKToBble COKKU, 6€3MON0YHbIE Kawun. KnnHnyeckue
uccnegoBaHus, NpoBeaeHHble B HaydHOM LieHTpe 340p0BbS
neten (MockBa), nokasasu, YTo NPOAYKTbl 06najatoT HU3KON
MMMYHOTE€HHOCTbIO, HE BbI3bIBAIOT a/l/IeprMiecKmx peaxLmn,
4YTO NO3BONSET PEKOMEHAOBATbL MX UCMONb30BaHMe B NUTa-
HWW He TONbKO KaK 340POBbIX, HO U AeTeW C BbICOKMM PUCKOM
pas3BUTUSA annepruyeckmx 6onesHen [12].

Bo BTOpPOM KAWHWYECKOM MpPUMEpPE OTYETIMBO BUA-
HO, 4YTO HerpamMoTHOe BBeAeHWe MNPUKOopma MNpuUBeNo K
O6ypHON MaHudecTaunn 3aboneBaHUs, ero nNporpeccupy-
loWeMy TevyeHuto M 3afdeprke GU3MYEeCKOro pas3BuTHUS.
Taxkenoe cocTtosiHMe pebeHKa, Hanuyune xenesoneduunt-
HOM aHEMWH, TMNOanbbyMUHEMMUK, NOBLILIEHNE AKTUBHOCTH
NeYeHOYHbIX TpaHcaMuUHa3, U3MEHEHUS B Koarynorpamme
npeanonaranu nposegeHue anddepeHumansHOM guarHo-
CTUKM C 3a60/eBaHUSIMU NevyeHn UHPEKLMOHHON, ayToBO-
cnanuTenbHON, ayTOMMMYHHOM W HacneACTBEHHOW MPUPO-
Abl. Ha MOMEHT nepBMYHOM rocnuTanmM3aumm HEBO3MOXHO
O[4HO3HAYHO MHTEPNPeTMpPOBaTb MOPa*KEHUE MeYEeHM, HTO
[OVKTYeT Heo6X04MMOCTb HabNoAeHUs B AUHaAMUKe. BaxHo
NMOMHWTb, Y4TO LleNIMaKna SBNSETCS LMPOKO pacnpocTpaHeH-
HbIM 3a60/ieBaHWEM C BECbMa pa3HOobpa3HOK, a Nopon —
COBCEM HETUMUYHOW KIMHWMYECKOM KapTUHOW, MaCKMUpyio-
el ee noj pasfinyHble coMatM4yeckme u UHOEKLMOHHbIE



60ne3Hun. Npn HeCBOEBPEMEHHON UM HErpamMoTHOW Aue-
TOTeanun MPOrHO3 MOXeT OKa3aTbCA KpawHe Hebnaro-
npuatHbiM [13, 14]. MNpu HecobnoaeHnn 6e3rntTeHOBON
anetbl y 60nbHbIX Lenvakven B 50-60 pa3 no cpaBHe-
HUWIO C 06LLENONYNSALMOHHBIMK NOKa3aTeNs M1 NOBbILaETCs
PUCK pPasBUTUS FacCTPOUHTECTUHANbHON KapuMHOMbI WK
NMMPOMBbI, KOTopble pa3BuBatloTca Y 15% 60NbHbIX LEenu-
akuen [15, 16]. Takum o6pas3om, Lennakusa 6e3 ageksaT-
HOrO N1e4eHns, NMOMUMO TPODUYECKMX U METABONNYECKMX
HapylweHWN, NpeacTaBiseT Cepbe3Hylo Yrpo3y ANS KU3HU
60NbHbIX, CYyLWECTBEHHO MOBbIWAA PUCK OHKOMOIMMYECKOWM
natonoruun [17]. B TO e Bpems cTporoe cobnogeHne 6es-
rNIOTEHOBOM AMEeTbl AOCTOBEPHO CHUXKAET 3TOT PUCK, Aenas
€ro conoctaBMMbIM C TaKoBbIM B nonynauuun [18—-20]. Bece
3TO AMKTYET HEOOXOAMMOCTb COXPaHATb HAaCTOPOXKEHHOCTb
no uennakuu.

KOH®JIMKT UHTEPECOB

3AK/TIOMEHUE

MpenctaBneHHblE KIMHUYECKME MPUMEPbl AEMOHCTPUPY-
10T YETKYI0 B3aMMOCBSI3b MEXAy paHHen maHudbecTaumen,
TAMECTbIO KIMHUYECKMUX MPOABIEHUIA U BO3MOXHbLIM Hebna-
ronpuaTHbIM MPOrHO30M 3ab0/ieBaHMUA U afeKBaTHOCTbIO
HYTPUTUBHOW NoAAepKKM aeTen. CBoeBpeMeHHOe BBeAeHue
npaBwWIbHO NOAOGPAHHOIO NPUKOPMa SBNSIETCS 3a510rOM 3/10-
POBOW U NMOTHOLEHHOW U3HM pebeHKa. Hy)KHO MOMHUTb, Y4TO
nuTaHue [BNSIETCH OAHWUM W3 [MaBHbIX YCIOBWIA CylLIECTBO-
BaHWS XMBbIX CywecTB. [1ila Heob6XxoanMa He TONbKO Ans
obecneyvyeHnss opraHMama 3Hepruer M nnacTMYecKkum mate-
puanoMm, oHa SBNSETCA BaXHbIM MCTOYHUKOM PErYNATOPHbIX
MOJIEKYNT M BMONOrMYECKN aKTUBHbIX BellecTB. K HacToswemy
BPEMEHW CYLLECTBYIOT y6eauTenbHble AoKa3aTenbCTBa TOro,
YTO HapylweHWe NWTaHUs B AETCKOM BO3pacTe yBenuM4uBaeT
PUCK pasBuTHS LLeNoro psiga 3a6oneBaHnil y B3POCbiX.

CraTbsl ony6nmKkoBaHa npu puHaHcoBown noaaeprkke 000 «[TPOIPECC».
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WHpapKT MMoKapaa B neamaTpu4yecKon rnpakTMKe OCTaeTcsl BeCbMa PEAKMM 3ab0eBaHNeM C 60JbLIMM CIEKTPOM MPUYnH
pas3BuTHS, BKIKOYas 3ab60/1eBaHMs CepAEYHOM MbillLbl, KOPOHAPHbIX COCYA0B, LI€/bli CMEKTP HAC/eACTBEHHbIX 60/1€3HEN.
B cTaTtbe onucaH cy4yarn 0CTPOro MHapKTa MMoKapAaa y 340p0BOro nogpocTtka. [poaHann3anpoBaHbl BO3MOXKHbIE MPUYUHbI
BO3HMKHOBEHMS 3a60/1€BaHMS.

Knro4eBbie cnoBa: AeTH, MHYAPKT MHMOKapAaa, GaKTopbl pUCKa.

(Ana yntupoBaHmusa: NeaHoB C.H., KyxtmHoBa H.B. Cny4ai uHbapKkTa MUMOKapaa y naTHaguaTUAEeTHEro nogpocTka 6e3
npeawecTBylolMX 3aboneBaHnin cepaua. Bonpockl coBpemeHHoun neanatpmm. 2015; 14 (3): 408-411. doi: 10.15690/

vsp.v14i3.1379)

BBEEHMUE

PacnpocTpaHeHHOCTb MWEMUKM MUOKapaa B nonyns-
LKW aeTen 1 NoAPOCTKOB B Bo3dpacTte oT O Ao 18 neT coctas-
nsaet 4,48% [1]. Bmecte ¢ Tem cnyvyau uHbapKTa MMoKapaa
y AeTel 4Ype3BblYalHO PefKM W, Kak NpaBuio, SBNSIOT-
cs nocneacTBUSMKU NMGO MpelwecTByOWMX 3abonesa-
HUIM cepiua WA KOPOHapHbIX cocyaoB [2], nM6o Apyrux
TAXENbIX coMaTuyeckux 3aboneBaHun [3]. 3aboneBaHune
MOXET Pa3BUTbCH TaKXe U y 340POBOro pebeHKa, 3aHu-
Matouierocs cnoptom [4].

Hwe onucaH cnyyall pas3BUTUS KPYMHOOYAroBOro
nHdapKTa MMOKapaa y NOAPOCTKA C UHTAKTHON cepheyHon
MbILILEV M KOPOHAPHBIMU COCyamMu.

S.N. Ivanov?i, N.V. KukhtinovaZ

KNUHUYECKUIA NPUMEP

Manb4yuk X., Bo3pacT 15 net, NOCTYyNuUA B KIMHUKY
HoBocubupckoro HUW natonorun KpoBoobGpalleHus Ha
3-1 cyT OT Havyana 3aboneBaHua ang sepubuKkauuun guar-
Ho3a «MHdapKT MUOKapha» U NpPoBeLEeHUA UHTEHCUBHOM
Tepanuu.

Pe6eHOK — nepBeHeL, MONOAbIX 340POBbIX POAUTENEN.
TeyeHne 6epeEMEHHOCTU OCIOXKHANOCH YrPO30M BblKMUAbILLA
Ha cpoKe 8 Hep, oTeKamu ¢ 37-i Hepd. Poabl camonpous-
BOJIbHblE, Ha CpoKe rectaumu 40 Hed. PebeHoK nosiBuacs
Ha ceT ¢ Becom 3500 r, anmvHom Tena 53 cm. MNpu poxae-
HUW COCTOSHUE HOBOPOXAEHHOIO OLEHEHO B 7/8 6annos
no wkane Anrap. lepvoa HOBOPOXAEHHOCTWM MpOTEKan

1 E.N. Meshalkin Novosibirsk Scientific Research Institute of Circulation Pathology, Russian Federation

2 Novosibirsk State Medical University, Russian Federation

A Case of Myocardial Infarction in a Fifteen-Year-Old Patient
Not Having a History of Cardiac Diseases

Myocardial infarction is an extremely rare disease in paediatrics, yet it has a broad spectrum of causes, including illnesses affecting
myocardium, coronary vessels, and a whole spectrum of hereditary diseases. The article describes a case of myocardial infarction in a
healthy teenager and analyzes all possible causes of the disease.

Key words: children, myocardial infarction, risk factors.
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61aronpuaTHO, Ha NEPBOM rOAY XM3HU Manb4yuK Habaoaan-
€ BO 2- rpynne 340pOBbS B CBA3M C pe3nayasbHbiMU Bfe-
HUSIMW MEepPUHATaNbHOMO NMOPaXKEHNS LLEHTPaNbHOW HEPBHOM
CUCTEMbI, aHEMUWU NIETKOW CTEMNEHM TAXKECTU. NpUBKUT cornac-
HO HaLMOHaNbHOMY KaneHaapto.

B Bo3pacTe 2 neT HaxoAunCsa Ha CTaluMOHapHOM Jeye-
HWKM NO MNOBOAY CUHAPOMa pPa3apParKEHHOro KULWeEYHU-
Ka, acCOLMMPOBAHHOIO C AUCHAKTEPUMO3OM KMLIEYHMKA.
[Jo HacTtoauwero 3aboneBaHus 370 6billa eAMHCTBEHHasd
rocnuTanmMaauus lHOLWMK.

B npenybeptaTHOM BO3pacTe AWArHOCTMPOBAHO Hapy-
leHne ocaHKn ¢ dopMupoBaHMeM K 12 rogam cKonunosa
rPyAHOro oTaena No3BOHOYHMKA 1-M CTENEHMW.

PebeHoK 3aHUMaeTcs N0OUTENBCKUM criopToM (dyT6on,
TpeHaxepHbl 3an), obyyaeTcs B o6lieobpa3oBaTebHOM
WwKone.

B Havane anpens 2014 r. NpoCHyncs C xanobamu Ha
WHTEHCMBHYIO CXMMatoLLyto 60/1b B 06/1aCTU BEPXYLLKK cepa-
La ¢ Mppaguaumen B neByto pyKy. HakaHyHe Beyepom urpan
B ¢yr60on, nonyyun ywub rpyaHou Kietku msa4vom. [locne
CaMOCTOATE/NIbHOIO NpuemMa BanoKopauHa v ubynpodeHa
OblI0 OTMEYEHO KpaTKOBPEMEHHOE Yy/yylleHWe camoyyB-
cTBus. B cBS3M ¢ BO30OHOBIEHWEM WHTEHCMBHOM 3arpy-
[OWHHON 601K pebeHOK Obln rocnuTann3vpoBaH Gpuragom
CKOpPOM MOMOLWM B GAMMKAWIWIMKA COMATUYECKUIA CTalMOHap
C NOJO3PEHNEM Ha IEBOCTOPOHHIO BHEGONBHUYHYIO MHEB-
MOHMI0. OAHAKO BbIMNOMHEHHbIE MPW MOCTYMNEHUU PEHTre-
HOrpammMa W MyfnbTUCNMpanbHas KOMMblOTEPHAs TOMorpa-
dua opraHoOB rPYAHON KNETKM HE BbIIBMIM NMATONOMMYECKMNX
W3MEHEHUN NEro4HOM TKaHW, TpaBMaTUYECKUX MNOBpeXae-
HUW pebep, NO3BOHOYHOro CcToN6a. [10 AaHHbIM 3NEKTPOKap-
anorpadpun (KI), B otBegeruax |, I, AVF, V,—Vg BbigBneH
Bblpa*KEHHbIN 0 5 MM NoagbeM cermeHTa ST CO CHMXKEHUEM
BosibTaxka QRST. C gnarHozom «MBC. OcTpbii Q-NO3UTUB-
Hbl 3agHMK MHbAPKT MWOKapAa C 3axBaToM OOKOBOW
W nepeaHe CTEHOK» NauMeHT 3KCTPEHHO NepeBeaeH B Kn-
HMKY HoBocubupckoro HUW natonorun KpoBooGpalleHUs
4NS NPOBEAEHNS MHTEHCUBHOM TEpanuun 1 AUarHoCTUYECKOM
KopoHaporpadpuu.

Ha MoOMeHT noctynneHus obuiee COCTOSAHUE OHOLWMKN
pacueHeHO KaK TsxKenoe, ctabunbHoe. YactoTa AblXxaHus
24 /MWH, YacToTa cepAeyHbiX COKpaweHun 112 ya./MuH,
aptepuanbHoe pgasneHne 100/60 mMm pT. CT., caTypauus
KanunnapHon KpoBu KucnopogoM 97%. Cdepa co3HaHUSA
6blna He UBMEHEHa, NaLUMUeHT OXOTHO BCTynan B KOHTaKT. [pu
$u13nKanbHoM ob6cneaoBaHmm obpallana Ha cebs BHUMaHMe
obuias 6neqHOCTb KOXHbIX MOKPOBOB, pacllMpeHne rpaHuL,
cepaua BNeBO A0 CpedHen KIYUYHOW JIMHUU, KOPOTKUM
XOpAanbHbl CUCTONIMYECKUI LLIYM B YETBEPTOM Mexpebepbe
cneBa OT MPYAMHbl U Ha BEPXYLLUKE NMPU COXPaHHOCTU obLwen
3BYYHOCTM TOHOB. MHAEKC Macchl Tena coctaBua 19 Kkr/m2.

OKI npu nocTynneHun B KIMHUKY NOATBEPAMNA NPU3Ha-
KW KOPOHapPHOW HEJOCTaTOYHOCTU: MHDAPKT MUOKapaa Kpyn-
HOOYaroBbIM 3aHEG0OKOBOM CTEHKW C 3aXBaTOM BEPXYLIKK
B OCTpOw cTaamu (puc. 1).

B 6MoXnMMMYECKOM aHannse Kposu B 1-e cyT npebbiBaHuUs
B CreuvanM3npoBaHHOM CTalMOHape: MOBbIWEHWE aKTUB-
HOCTM ob6uen KpeaTuHdocdokmHasbl (KPK) no 339 En/n
(N <270 Ea/n), KOK-MB 128 Eg/n (N < 24 Ea/n); o6Hapy-
YEeHWe TponoHuHa T (KayeCTBEHHbIM TECT, B HOPME [AOJIKEH

Puc. 1. 3neKTpoKapanorpaMma, BbinofHeHHas nauueHTy X.
MPY NMOCTYNEHUN B KITUHUKY
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lMpumevaHne. BUaeH BblpaXKeHHbIM NogbeM cermeHTa ST
CO CHMKeHneM BonbTaxa QRST B otBeaeHusx |, I, AVF, V,—Vg.

6bITb OTpULATENbHbIM). NapaMeTpbl IMNUAHOro (06K Xone-
CTEPUH, TMNONPOTENAbI BBICOKON U O4E€Hb HU3KOM NIIOTHOCTH,
TPUIMLLEPUABI, MHAEKC aTEPOreHHOCTN) U arperaumoHHOro
(cTeneHb NOBLIWEHUS COoAEpPXKaHWUa ajpeHanunHa, ypoBEHb
ageHo3vHandocdarta) npoduns He BbIXOAWIM 3a npenenbl
pedepeHCHbIX 3HaYEeHUN.

Mo pgaHHbIM 3axokapauorpaduu (9xoKrl), BbINOAHEHHOM
npwu NOCTyNaeHUM, pa3Mepbl NONOCTEN cepALa Haxoaunuch
B npejenax HoOpMbl, CTEHKM IEBOMO XeNyAoyKa He yTonue-
Hbl. [JOCTOBEPHbIX 30H HapyLeHWs NIOKabHOW U rob6anbHOM
COKPaTMMOCTKU NIEBOrO }KeNyfo4Ka He BbigBNeHO. PacyeTHoe
CUCTONUYECKOE AaBNEHNE B NEro4HON apTepmm He NoBblLe-
Ho. [lnactonuyecKkas GyHKLMSA NEeBOro enyaoyka He Hapy-
WeHa. HesHauuTenbHas cenapauus NUCTKOB NepuKapaa
3a 6a3afbHbiMK OTAENaMKU 3aHEN CTEHKMU 1E€BOTO XKenyaou-
Ka — 0,7 cm.

MarHutHo-pe3oHaHcHas Tomorpadusa (MPT) cepaua
noateBepavna HaauMymMe MNPOTSKEHHbIX 30H OTeKa MWHTpa-
MWOKapAananbHO U Ccy6anuMKapavanbHO B anuKasbHbIX
(4-6-M 1 10-12-M) cermeHTtax, 30H MaTONIOrMYECKOro
WHTpaMypanbHOro “ cy63anuKapauManbHOro HaKomaeHus
KOHTpacTa, NI0KanM30BaHHOrO B 4-6-mM cermMeHTtax, nap-
unanbHo B 11-13-M cermMeHTax, Ha BepXyllKe JeBoro
Kenyaoyka npu CHUXKEHWW ero NpofoSibHOM COKPaTUMOCTH

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 3
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Puc. 2. OaHoaTtanHas Kl -CUHXPOHM3WPOBaHHAA TOMOCLMHTUIpaduUs
MUWOKapAa, BbIMNOJHEHHas nauneHTy X.

lNpumevarme. OTCYTCTBME FOMOrEHHOr0 OKpaLWMBaHUS yKa3biBaeT
Ha MHOXECTBEHHbIe MEeSIKME Y4acTKM yMepeHHOM runonepdysnmn
MWOKap/a NeBoro xenygo4yka, 6onee BbiparkeHHble

B HMXXHEOGOKOBOW €ro CTEHKe.

Puc. 3. KopoHaporpadwus, BbiNnoiHEHHasA Ha 3-1 cyT 3aboneBaHus
naumeHTy X.

MpumeyaHue. JleBas KopoHapHas apTepus 6e3 NaTonormu:
CTEHO3MPYIOLIMX UBMEHEHUI, aHOMaMI Pa3BUTUSA, aHEBPU3MbI,
aHIMOIKTa3UK He BbISBNEHO.

o 0,5 cm (N > 1,0 cm). Mo peadynstataM OAHO3TAMHOMU
OKI-CMHXPOHU3UPOBAHHOW TOMOCLMHTUIpadUM MUOKapaa,
y NauneHTa Habnaanucb MHOXKECTBEHHbIE MESTKME YHaCTKM
yMepeHHoW runonepdy3nn N1eBOro KenyaoyKka, 6onee Bbipa-
YeHHble B cermeHTax 5 n 11 HUKHEOOKOBOM CTEHKM (puUC. 2).

PesynbraTthl KOpoHaporpacdwu MNO3BOAMAN UCKIOYUTb
TaKMe BO3MOMXHbIE NMPUYNHBI MHbAPKTa MMOKapaa, Kak cTe-

HO3MpyloLWas NaTonorus, aHomasnamm PasBUTUS U aHEBPU3MbI
KOPOHapHbIX COCYA0B, aHrMoaKTa3nsa (puc. 3).

AHann3 aHaMHECTUYECKMX AaHHbIX: YLIMG rPyAHOM KNETKM
BO BpeMsi OU3MYECKOW Harpy3Ku; MCXOAHO BbIParKEHHbIN
6051€BON CUHAPOM 6e3 noabemMa TemnepaTypbl; NPU3HAKK
MHdapKTa MUMOKapaa: uameHeHuss Ha IKI, IxoKI, a Takxke
npu MPT u cumHTUrpadun; NoBbllieHUEe aKTUBHOCTU KK,
K®K-MB v coaeprkaHna TPONoHWHA; OTCYTCTBUE HapyLIEHU
CepAaeyvyHoro putMa M OCTPOBOCMANUTENbHbIX WM3MEHEHWM
B 06LIEM U BUOXMMMYECKOM aHanuide KpoBuW. Pesynbratbl
KOpoHaporpadun No3BOAUAN UCKIOYUTL Y NaLMeHTa MUO-
KapAauT, aHOMaNuK CTPOEHNUS M aTePOCKIEPOTUYECKHNE U3Me-
HEHMS KOPOHapPHbIX COCY0OB M MOATBEPAUTL AMArHo3 Kpyn-
HOOYaroBoro MH@apKTa MMoOKapaa 2-ro Tuna (BbI3BaHHOIo
TPaH3UTOPHbLIM KOPOHAPOCNa3mMoMm).

Pe6eHKy ¢ nepBOro 4aca nocsne nocTynjieHnsa HasHa4yeHo
KOHCepBaTUBHOE fnevyeHue: 6uconposon no 1,25 mr/cym,
nepuvHgonpun no 75 mr/cyt, auetuacanMuuioBas Kucnota
no 100 wmr/cyt, Knonuagorpen no 75 mr/cyt, amnoaunuH
no 1,25 mr/cyt, cnupoHonaktoH no 50 mr/cyt, TpumeTa-
3uamH no 35 mr 2 pasa/cyr. Ha ¢oHe nevyeHns otmeveHa
ObiCTpas MNOMOXKUTENbHAA AMHAMUKa OO6LLEr0 COCTOSAHMS,
OKr-napameTtpoB (MHTepBan ST, BonabTax QRS), Hopma-
nm3aumsa aktuBHoctM KPK-MB, cogepaHusi TPOMoHWHA
T. MNauneHT BbiNncaH Ha 12-e cyT npebbiBaHUA B KIWHUKE
B YAOBMETBOPUTENBHOM COCTOSIHUMM nof HabnogeHue aet-
CKOro Kapavosora no MecTy KUTeNbCcTBa.

OBCYXAEHME

OcTpas 1weMnss MMoKapaa B neanaTtpuyeckon npakTuke
OCTaeTcs BeCbMa pefKknum 3aboneBaHnem [5]. Itnonormsa atoro
COCTOSIHMSI OT/IMYaeTCs 60NbWMM CMEKTPOM BEPOSITHBLIX MPK-
YuH, BKIOYaa 60/e3Hb KaBacaku, BPOXAEHHbIE aHOMasuK
CTPOEHUSI KOPOHAPHbIX COCYA0B, aopTOapTEPUNUT, MUOKAPAMT,
CEeMEWVHYI0 TMNepxonecTepMHEMUIO, HacNeACTBEHHbIE apTepu-
onaTtvu, NepBUYHbIE KapAMOMKUOMNATUMN, CUCTEMHbIE BACKY/UTbI
C BOBJ/IEYEHMEM KOPOHApPHbIX apTepuin, HePPOTUYECKUIN CUH-
4poM, 60/1e3HN HaKOMNMEeHWs, MPOreputo, cemncuc, onyxonesble
NnpoLecchbl, a TakXKe HapKoMaHuio [6—8]. Y Habnwogaemoro
HaMK NauueHTa Ha3BaHHble 3a60/1eBaHNUS GblIM UCKITIOYEHDI
nocne KIMHWYECKOro, N1abopaTopHOro U MHCTPYMEHTANIbHOMO
obcnegoBaHUi. Y NoApoCTKa OTCYTCTBOBaNWM Takue daKTopbl
pUCKa MperaeBpeMeHHOro MHdapKTa MUoKapaa, KaKk M306bl-
TOYHas mMacca Tena, NOBbIWEHHOE apTepuanbHoe AaBreHue,
runepTpodus MMoKapaa NeBoro xenyaodka [9].

PazButre nHbapKta M1MoKapaa y pebeHKa co CTPYKTyp-
HO HOpPManbHbIMWU KOPOHAPHLIMKU apTEPUSMMU OMNMUCHIBAETCS
B /IMTEpaType €elle pee, YemM COCTOSHMS OCTPOM MULIEMUHM
MWOKapga y geten. 3tum dakToM 06YyCOBNEHO OTCYTCTBUE
HaLMOHaNbHOIO COMNacUTENbHOrO AOKYMEHTa, CTaHAapTa
M NOpsiAKa OKal3aHWs MOMOLWM AETAM TaKoro npoduns W,
KaK cneactBue, OTCYyTCTBME KIMHUYECKON HAaCTOPOXKEHHOCTH
npy BO3HUKHOBEHWM OCTPOWM 3arpyaMHHON 601 Yy 340POBO-
ro peéeHka. 1o coBpeMeHHbIM NpeacTaBAeHUaM, UHPAPKT
MUOKapAa B [ETCKOM BoO3pacTe sBAsSeTcs MynbTudaKkTo-
puanbHbIM NaTONOMMYECKUM MPOLLECCOM, MPUYMHA pPasBu-
TUS KOTOPOrO Yy KOHKPETHOro 60/IbHOr0 3a4yacTylo ocTaeTcs
Hepacno3HaHHOW. KaK 1 B ONMcaHHOM KJIMHWMYECKOM Clyvae,
Hanbonee BEPOSATHbBIMU MEXaHWM3MaMW pa3BUTUS MUOKap-
OWaNbHOW MILEMUM MOXKHO CYMTaTb WMHTEHCUBHYK CUMMMa-



TUYECKYIO CTUMYNALMIO B YCNOBUAX GU3NYECKON HarpysKM,
npexkapavanbHOro yaapa € nocnefylowmnm TPaH3UTOPHbIM
KopoHapocnaamom [10].

3AK/IIOMEHME

bonb B o6nactn cepiua y AeTeN MOXKET cTaTb MpUYu-
HOM Bpa4vyebHbIX OWWMOBOK: rMNepaMarHoCTMKM 3aboneBaHuin
¢ nocnegylowmnm Heo60CHOBaHHbIM Ha3Ha4YeHWeM neKap-
CTBEHHbIX CPEACTB WM OrpaHUYeHUEM 3aHATUIN GUBKYIbLTY-
por M crnoptom, NMbO e rMNoANarHOCTUKKU C OTCYTCTBUEM
OOSIKHOrO BHMMaHUSA K anobe, KOTopyk pacleHWBatoT
KaK OOHO M3 MpPOSsIBIEHNN BEretatTuBHOW AUCPYHKLMKU UK

KOH®JIMKT UHTEPECOB

3aboneBaHnin NO3BOHOYHUKa. MNwemunyeckas 60/b MMeeT
XapaKTepHble 0COBGEHHOCTU: NOKaNN3YeTCsa 3a rPyaANHON UK
Nno NeBOMY Kpak TpyAuHbl, HOCUT CXMMalOWMUA XapakTep
C Mppaguaumnen B NEBYIO PYKY, CMMHY, }MUBOT, YETKYIO CBSA3b
¢ GU3NYECKOW Harpy3Komn, OTCyTCTBUE ObICTPOro M MOJSIHOMO
addeKTa OT Nnpnema aHanbreTMKoB.

MNosaBneHne Nogo6HOro CMMMNTOMOKOMMJIEKCA Y AeTewn
JaKe CO CTPYKTYPHO HOpManbHbIM CEPALEM AO/KHO pac-
cMaTpuBaTbCa MeauMaTtpoM KaK MoKa3aHWe K 9KCTPEeHHOMY
BbIMOMHEHWIO 3NEKTPOKapAnorpaduyYecKoro 1cciaegoBaHms
ANS UCKNIOYEeHNS MHPapPKTa MUOKapAa C LLeNbio NPOoBeAEeHUS
CBOEBPEMEHHOIO IeYEHUS.

ABTOpPbI AaHHOW CTaTbM MOATBEPAUIM OTCyTCTBUE $puHaHcoBOM ﬂO,ElD,ep)KKVI/KOHd)IIVIKTa MHTEPEeCOoB, O KOTOPbIX HEOGXOAMMO
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U3 ucrtopun meaULUHbLI

leHpu Hectne

[eHpn Hectne — oTel NOPOLWKOBOro
nUTaHWa ans geted M OCHOBaTeNb KoMmna-
Hun Nestle — poguncsa 10 aBrycta 1814 r.
OflMHHaAuaTbiM No cyeTy peGeHKoOM B ce-
Mbe GpaHKPYPTCKOro CTEKONbLUMKA. B rogbl
y4ebbl CBOM 3HAHWUA OH Yepnas He TONbKO
M3 Hay4yHbIX GONMAHTOB, HO U U3 MpaKTUye-
CKOM paboTbl: MOKa IOHOLLA Y4MICS UCKYCCTBY

dapMaLEeBTUKM, OH CMEHWUN HE MEeHbllEe Ye-
Tbipex pabouyux MecT. [0 OKOHYaHWK y4e-
6bl 25-neTHui TeHpy pelwnn o60CHOBaATLCS
B WBeWuapckoM ropoake Bese. 3pecb OH
ycTpouncs B anteky. na nyywen agantauuu
B OGLWECTBO NMepenHaynn ums Ha dpaHLys-
CKMi MmaHep — BmecTo leHpuxa Hectns ctan
HasblBaTbcs AHpU HecTtne.

B TeuyeHue 4eTbipex NeT, cMelmnBas mno-
POLUKM M OTNYCKasa NoKynatensiMm nakpuyHble
nepeHupl, [eHpn meyTan o co6CTBEHHOM fe-
ne. U dopTyHa ynbi6Hynacb emy: B 1843 1.
Ha [AeHbrW, OAOMKEHHbIE Y BAOBCTBYIOLLEW
TeTywKkn u3 dpaHkdypta, Hectne npuobpen
Nno CXoAHOM LieHe HebGonblloe nepepasdaTbl-
Batollee nNpon3BoAacTBO — (aGpuKy, CcKa-
[bl, NpUneratoLme nNons 1 nyra, NeCOnuUIKy,
npecc ans nepepaboTKM KOCTEN M MallMHy
[NS U3roTOBJIEHUS PACTUTENbHOrO Macna.

CHavana Hectne Hanagun Bbinyck dpyK-
TOBBIX JIMKEPOB U YKCYcoB. [ToToM Monogomy
npeanpuHUMaTeNnto 3axoTenoch Yero-Hnbyab
noocTpee — M K YKCycy poGasBunacb rop-
yuua. YyTb MO3Ke OH Hayan Npou3BOAWUTb
rasupoBaHHyl0 Bogy M nvMMoHaA. Ha atom
3KCMNEPUMEHTbI HE 3aKOHYMAKCH. Monb3ysicb
CBOMMM NO3HAHUAMM B XMUMUK, Hectne npwm-
CTYNWUA K U3rOTOBJIEHMIO ra3a ANs YAU4YHbIX
doHapen.

23 maa 1860 r. nefjaHTU4HbIA TeHpu
eHuncs Ha KnemeHTMH 3maH, KoTopas,
K COXa/IeH!I0, He OT/i4anacb XOpPOLNM 340-
pOBbEM M He Morna ctaTb MaTepblo. Tem
He MeHee KnemMeHTMH OXOTHO BoO3uNachb
C pebsaTUILKaMK, NoKa MX Mambl paboTtanu
Ha pabpuke ee myxa. MIMeHHO oHa u obpa-
TUNa BHUMaHue [eHpu Ha To, 4TO MNnajeHLam
4acTo He xBaTaeT MaTEepPUHCKOro MOJIOKa.
B0O3MOXHO, UMEHHO 6narofaps XeHe onbiT-
HbI dapmaueBT U XMMKK TeHpu Hectne Ha-
Yyasl 3KCMEePUMEHTbI C KOPOBbUM MOJIOKOM,
NWweHUYHOM MYKOM 1 caxapom. B 1867 r. no-
ABMIacb nepsas rotoBas MOMOYHAs CMeCb
ANS TPYAHbIX AeTe, KoTopas NpoAaBanach B
EBpone ¢ 60nbWwKnM ycnexoMm — «MonoyHas
MyKa AHpW HecTne» — MOpOLLOK, Nerko pac-
TBOPMMbIN B BoAe. lepBbiM noTpebutenem
HOBOW MOJIOYHOM CMECH Obll HOBOPOXKIEH-
Hbll pe6eHOK 04HOM U3 COTPYAHUL, Npeanpu-
atma Hectne. Manblwy He rogunucb B MNu-
Ly HW MaTepUHCKOE MOJIOKO, HU KOPOBbeE,
HWM Ko3be. [Mopowok Hectne npocTto cnac
eMy XW3Hb, TaKUM 06pPa3oM MNPEBOCXOAHO
3apeKkomMeHoBaB cebs.

B kavectBe cumBona Hectne BbiGpan
rpaduyecKknin nepesoj CBoen damunnm —
NTUYbe FHe3AbILKO, KOTOPOe CMMBOIM3UPO-
BaJsio CEMbIO ¥ TPAAULIMH.

™
f=li

=
~
<
~l
=
(@]
=
S~
L0
b=
o
N
~
=
=
B
<
=
(=3
w
| ==
=
=]
I
I
w
=
w
o
1]
o
o
]
(%3
=]
o
c
o
m



412

KnuHuyeckoe HaoGnwoageHue

DOI: 10.15690/vsp.v14i3.1380

O.A. Mopo3sos' 2, A.A. [yceB?, E.C. MumeHoBal' 2

1 HayuHbi LLeHTp 300poBbS geTeit, Mocksa, Poccuiickas degepaus
2 MepBblit MOCKOBCKMIt FOCYAapPCTBEHHbIN MEAULIMHCKMIT yHUBEPCUTET M. M.M. CeyeHoBa, Poccuiickas deaepalns

KUCTbI }KeNnUYHbIX NPOTOKOB:
COBpPEMEeHHbIe acneKTbl XMPYypru4ecKoro
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MpeacTaBieHo onucaHue KIMHUYECKOro Cy4asl y pebeHKa 2 eT 4 Mec ¢ NepuoamnYecky BO3HUKAIOLWMMM Kanobamm Ha 6071b
B »xuBoTe. [pn npoBeaeHnn nccaegoBanmii (3D MarHUTHO-pe3oHaHcHas XonaHrmonaHkpeaTorpapus) AMarHoCTMpPoBaHa KUCTa
xonegoxa 4-ro tuna. NokazaHueM [/ 0nepaTMBHON KOPPEKLMM SBUIOCH HAJIMYME BPOXIEHHOMO MOPOKA KETHEBBIBOASLMX
nyTed, NepruoanMYecKuX NpUCTyrnoB 6071, HainmYme KOHKPEMEHTOB B MPOTOKaX, OMacHOCTb 03/10Ka4YECTBEHUS] TKAHW KUCTbI B
rocneayrLieM, ee pa3pbiBa a TakKe Pas3BUTUS X0JlaHTUTa, NaHKpeaTuTa. lpuBeAeHHbIN KIMHWYECKUI MPUMED AEMOHCTPUPYET
BbICOKYIO 3((PEKTMBHOCTb COBPEMEHHBIX METOOB AMArHOCTUKU U BU3Ya/u3aLimm, No3BOJSIOLMX BEPHO OLEHUTb HEOBXO0AM-
Mble 06bEM M TaKTUKY XMPYPrUYECKo#M KoppeKLUmn. OnrcaHbl 3Tarbl 0nepaTMBHOMO Je4eHus. B nocieonepaLlnoHHOM rnepuoae
COCTOsIHWE pebeHKa XapaKTepPM30BasioCh rMoJIOKUTENIbHONM AMHAMMWKOM, LBbLI CHATHI Ha 11-e CyT, 3aXMBAeH1e paH NePBUYHOE,
6€e3 PU3HaKOB OCTPOro BocnaneHus. Xano6 Ha 60/b B KMBOTE, MOBbILIEHME TEMEPATYPbI TE/a HE BbiIO.

KnroyeBble cnoBa: KWUCTa X0/e[0Xa, CerMEHTapHOe pacllMpeHne, MarHWTHO-PEe30HaHCHas XoJaHronaHKpeaTorpagpus,
BPOXXAEHHBIA MOPOK, XMPYPIHs, AETH.

(Ansa umtpoBaHuns: Moposos [.A., [yceB A.A., E.C. lTuMeHOBa. KMCTbI }XeN4HbIX MPOTOKOB: COBPEMEHHbIE aCNeKTbl XMpPYyp-
TMYECKOro Ne4YEHUs U KIMHMYEeCKoe HabnoaeHne peaxkoro BapuaHTa. Bonpockl coBpemeHHon neamnatpun. 2015; 14 (3):
412-415. doi: 10.15690/vsp.v14i3.1380)

BBEAEHMUE

KKUCTbI *en4yHbIX MPOTOKOB BNEepBble onucaHbl B 1723 T.
M ¢ Tex Nop noaBepratTcs NOCTOSHHOMY M3YYEHMIO, Knac-
cubuumnpoBaHuio 1 nedveHunto. B nocnegHve rogpl, B T.u.
no npuyvMHe pa3paboTKM HOBOro AMArHOCTU4ecKoro o6o-
pyaoBaHus, MHTepec K 3aToM ¢opmMe natonornmM BO3pOC.
Y4ynTbiBas HEBbICOKYIO YacToTy BcTpedaemocTh (1:1200000—
1:150000 HoBOpPOXAEHHbIX) [1, 2], @ TaKKe BO3MOXHYIO
ManurimMsauumio B 6yayuwem [1, 2], onpeaeneHue cornaco-

KncTbl KenyHoro npoToKka cocTaBasitloT He 6onee 1%
BCeX A0OPOKA4YeCTBEHHbIX 3a60/1eBaHUA MENYHbIX MNyTeN.
BcTpeyaloTes Yalle y AeTeN U KeHLWmMH. B geTckom BospacTe
BbiiBASAOTCA 80% BCEX KUCT Ken4yHbIX NpoToKoB [1]. 3abo-
neBaHMe Haubonee pacnpocTpaHeHo B BoctouHown Asuw.
Tak, Ha ponto AnoHum npuxoautcs 6onee 50% onmMcaHHbIX
B UTepaType cnyyaeB. 3a PEAKUMU UCKITIOYEHUSIMU, OCHOBOM
NeYyeHus 9BNSETCS UX NOMHOE yaaneHne Ang npeaoTepalleHuns
OC/IOXHEHUN, CBA3AHHbIX, B T.4. C 03/10Ka4yecTBeHnem [2, 3].

TexHN4yecKmMe OOCTUKEHUA B 061aCTU NanapoCKonuu,
a TaKXe COBEPLIEHCTBOBAHME XWUPYPrUMYECKUX HaBbIKOB

BaHHOrO MojxoAa K AMarHOCTUKE U NEYEHUI0 pasnuyYHbIX
TUMOB KUCT X0J1e[loXa KpaHe BayKHO.

D.A. Morozov!’ 2, A.A. Gusev?, E.S. Pimenova?’ 2

1 Scientific Centre of Children Health, Moscow, Russian Federation
2| M. Sechenov First Moscow State Medical University, Russian Federation

Bile Duct Cysts: Modern Aspects of Surgical Treatment
and Clinical Observation of a Rare Case

The article presents a description of a clinical case in a two-year-old-and-four-month child suffering occasional abdominal pain. An
examination (3D magnetic resonance cholangiopancreatography) revealed a choledoch duct cyst type 4. An inborn malformation
of bile ducts, occasional pain, presence of concrements in ducts and the possibility of malignification and rupture of the cyst in the
aftermath, as well as development of cholangitis and/or pancreatitis, served as indications for the surgery. The clinical example shown
above demonstrates the high efficacy of today’s diagnosis and visualization methods, which allow doctors to properly estimate the
required scale and strategy of a surgery. The article also describes stages of the surgery. During the post-surgery period, the child
showed positive dynamics, the stitches were taken out on the 11th day, the wounds healed per primam, not showing any signs of
acute inflammation. No abdominal pain or body temperature fluctuations occurred.

Key words: choledoch duct cyst, segmental distension, magnetic resonance cholangiopancreatography, inherent defect, surgery,
children.
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YBENNYMBAIOT UHTEPEC K ManOMHBA3MBHOMY NEYEHUIO 3TOWM
cepbe3Hon natonoruu. Bmecte ¢ TeM onTMMM3aumsa pesysib-
TaTOB fle4eHUs 3aBUCUT OT TLATENIbHOCTM NpefonepaLmoH-
Horo o6cnegoBaHMa M BblGOpa TaKTUMKM COOTBETCTBYIOLLENO
BMellaTenbCcTBa. B HacTosee BpeMs opraHM3oBaHa paboTa
MO NOBLIWEHNIO KaYeCcTBa OLLEHKM, YNydLWEHUO Knaccnduka-
LIMKN M BEAEHMIO BGONTbHBIX C KUCTAMM KENYHOMO NPOTOKa.

KNIUHUYECKUHA NPUMEP

[eBoyKa A. B Bo3pacTe 2 neT 4 mec noctynuna B KIWHU-
Ky C Xanobamu Ha neprMoanyecKyto npuctynoobpasHyio 60/b
B }KMBOTE. M3 aHamMHe3a M3BECTHO, YTO roj Hasaj MnosiBu-
nacb 60n1b B npaBoM noapebepbe. B TeyeHne Bcero roga
601b Bpems OT BpeEMEHWU nosTopsanack, gnvnacb 7—10 cyT.
Mama camocToaTeNnbHO AaBana pebGeHKy ApoTaBepuH, 6e3
addekTa. B ceHTabpe 2013 r. No pesynbraTaM ynbTpasBy-
KOBOro uccnegoBaHus (Y3M) n KoMnbloTepHoM Tomorpadun
noctaBfieH gMarHos: «Kucta xonegoxa». Pe6eHok 6bia B nna-
HOBOM MOpsiAKe rocnuTaan3mpoBaH.

Mpy noctynneHun: obuiee COCTOSHWE CPeAHEN TSHECTH,
Temnepatypa Tena 36,6°C, geBoyka akTMBHa. Bec 14,6 Kr, pocT
c1os 91 cM. KOXHbIM NOKPOB W CIN3UCTbIE 0B0SI0YKM YUCTbIE.
JNlumdatnyeckasn, KocTHas cuctemMa 6e3 BMOAMMOM NaToNorunu.
B nerkux abixaHve Be3UKysapHoe, XpUnoB HeT. OpraHbl KPOBO-
o6palleHns: TOHbI cepaua 3By4Hble, pUTMUYHbIE. MoYenonoBas
cuctema chopmMMpoBaHa MO KEHCKOMY TWMy, AWU3YPUU HET.
HepBHasi cuctema: MEHUHIreanbHble MPU3HAKK OTCYTCTBYIOT.

[na onpeneneHns TMna MMeLWENCs KUCTbl U aHaTOMK-
YECKMX B3aMMOOTHOLLIEHUI OblinM NpoBeAeHbl cneayoume
ncenepoBaHus.

e Y3HU (neuyeHb). Pasmep neson gonn — 55 mm (Hopma),
npason — 80 MM — yBenuyeHa (HopMa 72-73 MM).
KOHTYp POBHbIW, 3XOreHHOCTb MOBbIWEHA, NapeHXnuma
HeoAHOpPOAHas, BHYTPMMNEYEHOYHbIe XEeN4YHble MpPoTo-
KW He pacliMpeHbl, aHrMoMaTo3Hble TpaHchopmaumm
He BU3yanu3npytoTcs, 06K XKeNYHbIM NPOTOK pacLliMpeH
HepaBHOMEPHO, MaKcMMasbHbIM agnameTp 9 MM (puc. 1).
[e4yeHOYHble BEHbI HE U3BMEHEHbI, KPOBOTOK TpexdasHbI.

e Y3U (nopxenynouHas xenesa): ronoska — 14 mm (Hop-
ma); Teno — 11 MM (Hopma), xBocT — 14 MM (Hopma);
napeHxMma oJHOPOAHas; 3XOreHHOCTb HOPMasibHas; CTEHKM
COCY[I0B He YMNOTHEHbI; BUPCYHIOB NMPOTOK HE PacLUMPEH;

e 3D MarHuTHO-pe3OHaHCHaf XOJlaHrMonaHkKpeartorpa-
¢éusa: MP-KapTMHa KUCTbl X0neaoxa, MHOMECTBEHHbIX

Puc. 3. MHTpaonepaLoHHas KapTWHa: BbiNolHEeHa AUCCEKLMA
YKENYHOro My3bIPs M YACTUYHO KMUCTbI X0/1ef0xa

lMpumeyvaHme. BHelLHe HUYTO He YKa3blBaeT Ha C/IOXHbIN BapuaHT
HENYHbIX KOMMYHWKaLWM C KUCTO3HO-U3MEHEHHbBIM X0N1€A0XOM.

Puc. 1. YnbTpazByKoBoe
1ccneaoBaHme KenyHbIX MyTen
C BU3yanusauuen paclumpeHus
OGLLErO }ENYHOro NPoToKa

pPacCLIMPEHHbIX BHYTPU-

NEYEHOYHbIX KEeNYHbIX

NPOTOKOB (Tun 4); xone-

[10X0NUTHa3; MNpU3HaKu

[IUCKUHE3NN KeNn4yeBbl-

BOASILNX MyTen (puc. 2).

Ha ocHoBaHMW AaHHbIX
aHamMHe3a, pe3ynbTaToB MH-
CTPyMeHTanbHbIX 1 nabopa-
TOPHbIX UCCNEfOBaHUI Obln
pa3paboTaH NfaaH KOppek-
LMW NOpPOKa C ncceveHnem
KWUCTbl X0Ne0xa U Hanoxe-
HMEeM XonefoxoetHoaHa-
cTomo3a o Py.

MepBbiM 3Tanom Bbi-
nofHeHa AuMarHocTuyeckas
nlanapocKonus, B XoAe Ko-
TOopon 6bII0 YyCTaHOBEHO
HanuMymMe BOCMaNUTENLHOIO
py6bL0BO-CNAaeyHoOro mnpo-
uecca B nNoane4YeHO4YHOM
NpoCTpaHCTBE, B Pe3yib-
TaTe 4ero O6bIIO MPUHATO
pelweHne 0 KOHBEPCUMU W
BbIMO/IHEHWM NONepeYvyHom
BEPXHEW MPaBOCTOPOHHEN
nanapotomuun. OcyllecTs-
NeH aare3vonna3nc B Moj-
ne4YeHOYHOM MNPOCTPAHCT-

Puc. 2. 3D marHuTHo-
pe3oHaHcHas
XonaHrvonaHkpeatorpapus

Be, MOGUIN30BaHa To/cTas
KWLWWKa, XEeNYHblA My3blpb.
MNocnegHn mmen pasmep

lMpumevaHne. MeTKa
pacnonoxeHa Ha Kucte
xonefjoxa, B KOTOpyio BnajaeT

MHOXECTBO ¥ENYHbIX MPOTOKOB
(OTMeYeHbl cTpenKamm).

7X3 cM U 6bl1 «OTKIIO-
YeH» [0 My3blpHOrO0 MPOTO-
Ka — W30rHytoro, gedop-
MUpoBaHHoro. Kwucrta xo-
nieioxa pasmMepom A0 7 X4 X5 cM NoKpbITa cnarnkamu pas-
HOW CTeneHu 3penocTn, GUKCUpOBaHa K XeNyaKy, calbHu-
Ky, TONCTOM KuWWKe. BbinonHeH agreawvonuauc (puc. 3).
O6Hapy»KeHO, YTO TPETb KMCTbl pacnosioxXeHa BHENEYEHOYHO.
BBWAy 3TOro AUCCEKLMSA KMCTbI MO HAPYXKHOW CTEHKE BbINOA-
HEeHa N1lib YaCcTUYHO, 3aTeM KUCTa BCKpbITa (puc. 4), nony-
YeHa Xenyb, BbINOHEHA AEMYKO3aLMs AMCTaNbHOro oTaena

Puc. 4. NHTpaonepaLmoHHas KapTuHa: BU3yann3upyeTcs BCKpbITas

MpumedaHue. BMecTo NpaBoro v IEBOro NeYEHOYHOr0 KeNYHOro
X0fa B MOMOCTb KUCTbI BNaZaeT MHOXECTBO NMPOTOKOB pPa3HOro
avameTpa (oTMedeHbl cTpenkamu). TexHudeckas npobnema —
co3jaHue «MoLWaKu» Ans NocneayloLero aHacToMo3MpoBaHus
C KMLUKOW BOKPYT JaHHbIX XeN4HbIX XO40B.

BOMPOCbI COBPEMEHHOW NMEAUATPUM /2015/ TOM 14/ N
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[0 BxOoAa B [ABeHa[LaTUNEepCTHYIO KULLKY, Mpoxoj nepeBs-
3aH 1 npowut. Cnnaunctas o6onoyvka KoarynuposaHa. ocne
3TOr0 BbIMOMHEHA XOJIELIMCTIKTOMUS, @ MNPOKCUMManbHas
4acTb KUCTbl 06paboTaHa CMeLWaHHO — MO HAaPYXHOW CTEHKe
M Cc ucnosib3oBaHnem gemykosdauuu no Lilly. Mpu pesusunn
HanOeHO MHOMXEeCTBO C/IEMKOB MPOTOKOB M3 KOMIMOHEHTOB
YeN4yu, OHWU yaaneHbl, NPOTOKN CaHUpoBaHbl. O4eHb BaXKHO,
YTO B MOJIOCTb KWUCTbI, PACMOMIOKEHHYIO BHYTPUMEYEHOYHO,
OTKpbIBaNOCb 3 NPOTOKa AMamMeTpom 40 15 MM M JONONHM-
TeNbHO 6 NPOTOKOB AMaMETPOM A0 5—6 MM. AHaToMKs pac-
NOJSIOXKEHUS HKeNYHbIX MPOTOKOB HapylueHa (puc. 5, 6). Kucta
pe3eunpoBaHa B npegenax naro/iorM4ecKnx TKaHen U BO3-
MOXXHOCTEH, onpedensiemMblx BMajeHUEM Men4HblX XOAO0B.
O6wmnn guameTp «naowagku» (MecTo B NevyeHu), Kyaa BLK-
BaeTcs KuLkKa, coctaBmn 3 cm. OTcTynmB Ha 10 cm OT CBA3KM
Tpenua, BbINOAHUAN MOBGUAN3ALMIO U NepecevyeHre Tollen
KULWKK, cHOpMMpPOBaNN MEeTNi0, KOTOPYIO MPOBENN B OKHO
ME30KO/IOH K MOoAMNeYeHOYHOMY MPOCTPAHCTBY, W Y3/10Bbl-
MU HenpepbiBHbIMK LWBaMU CHOPMUPOBASIU XONELOXOEl0-
HOaHacTOMO3 Ha [AMHHOM neTne. [lpoBeaeHa npoBepKa
Ha repMeTUYHOCTb (MPM OCMOTPE MOC/E HANOMXEHUS LUIBOB
¥eNnyb He BbITEKAET B OPIOLLHY0 NOSOCTb). [MpoxoanmMocTb
KWLWEYHWKa BOCCTAHOBJ/IEHA €lOHOEOHANIbHbIM aHacTOMO-
30M N0 Py oAHOPSAHBIM HenpepbiBHbIM KULWEYHbIM LIBOM
no MaTtewyKy—lnporoBy. K nogne4yeHoYHOMY NMPOCTPaAHCTBY
noaBeAeH ApeHaXK, U CTeHKa OPIOLWHOM NOAOCTU MOCIOMHO
3alluTa Harnyxo.

B nocneonepauyMoHHOM nepuoae cOCTosiHMe pebeHKa
C MOJIOKUTENBbHON AMHAMWKOW, LWBbI CHATbI Ha 11-e cyT,
3aXMBIIeHWe paH nepBuyHoe, 6e3 NPU3HaAKOB OCTPOro BOC-

Puc. 5. Cxema peikoro BapuaHTa KUCTbl X0/efioxa: BnaaeHue
pa3HOKaNMGEPHbIX KEN4YHbIX XO0B HEMOCPEACTBEHHO B KUCTY
(NnepeaHss CTeHKa KUCTbl Ha PUCYHKE pacceveHa)

Puc. 6. CxemaTtMyHoe M306parKeHne «TMMMYHOro BapuaHTa» KUCTbl
xonegoxa (A) M yCTaHOBNEHHOI0 PelKoro BapuaHTa naTonoruu
y nauneHTku A (B).

naneHus. }anobbl Ha 60/1b B }MBOTE, NOBbILIEHWE TEMMNEPA-
Typbl TENa OTCYTCTBOBANM.

Pe6eHoK nocTaB/ieH Ha KOHTPONb (MPOBEAEHUE KOHTPO/b-
Hblx Y3W, 33odaroractpofyofeHOCKONnK, nNpu Heo6XoanMO-
CTW — MarHWTHO-Pe30HaHCHOM X0onaHrMonaHkpeaTorpabun),
PEKOMEHA0BaHbI €XeroAHble KaTaMHeCTUYECKNe rocnuTanm-
3aUnn 415 NPOBEeAEHUS KOHTPO/bHbBIX 06CNefoBaHUN.

OBCYXAEHME

Pa3BuTHE KUCT }eNYHOro NPOTOKa CBA3aHO KaK C BPOX-
[EHHbIMK, TaK U C NPUOBPETEHHbLIMKU (B pes3ynbTate peod-
NtoKca GepMeHTOB MOLKENYAOUYHOW Kene3bl B KenyHble
nytn) daktopamu. CyllecTByeT HECKONbKO NPeAnonoXeHum
06 3TMOoNornK aton GopMbl NATONOrMK NPOTOKA. Tak, Hanpwm-
Mep, CHMTAIOT, YTO PaA3BWUTUE KWUCTbl XONeAoxa MPOUCXOAWT
B pes3ynbrate BPOXAEHHOWM aHOManuu naHkpeaTobuaunap-
HOro nepexoja, BO3HWKalOLWeN BO BPeEMS BHYTPUYTPOGHOMO
pa3BUTUS KENYHOro MpoToKa. B pesynbrate 3Ttoro npo-
MCXOAUT PedIOKC NaHKpeaTMYeCKoro CeKpeTa B eNyHble
NMPOTOKW, CMOCOGCTBYS BO3HMKHOBEHMIO WX BOCNaNeHus,
3KTa3uu 1 B UTOre — paclUMpeHnio NPoTOKoB. BmecTe ¢ Tem
BPOXAEHHas aHoManus naHkpeaTtoOunnMapHoro nepexoja
Habnoaaetca y 21-90% 60MbHbIX C KUCTOM XEeNYHbIX MNpo-
TOKOB, YTO Npegnonaraet Hann4me Apyrux uin AONONHUTENb-
HbIX 3TMoNornyeckmx pakropos [3—5]. Kpome TOro, aHoma-
MW NaHKpeaTobunMapHoOro Nnepexoia pa3BMBatoTCs B KUCTbI
KENYHOro NPOTOKa. ATO NO3BOJIAET FOBOPUTbL O HANTMYKUKM APY-
FMX MW LONOSIHUTENbHbBIX 3TMONOTMYECKUX daKTopoB [4—6].
MpuBoAATCS AaHHbIE O CBA3M BO3HUMKHOBEHMS KUCT XKENYHO-
ro NpoToKa ¢ aAMchyHKumnen chuHktepa Oaam [3], HENONHbLIM
MW YacCTUYHbIM YABOEHWEM MOMKENYAOYHON Kenesbl [7],
HacneacTBEHHbIMU paKTopamu [8], a- AKX TMNOraHrMo3oM
B AWCTaNIbHOM YaCTu LWENKN KUCTbI [9].

KnaccuduKaumsa KUCT KeNYHOro npoToka
KWUCTbl enyHoro npoToKa KiaccudUUMPYOT N0 Kpwu-
TEPUSIM MECTOMOJIOKEHUS, CTEMEHN U POPMbl KUCTO3HOM
aHomanuu. B HacTtosiulee Bpems Hanbosiee 4acTto UCMONb-
3yloT KnaccuduKkaumnio AnoHco-Jlen [10] B MoauduKaumu
T. Todani n coaBT. [11], KOTOpas BKYaeT B cebsa Kak
KUCTbl BHE- U BHYTPUMEYEHOYHbIX YENYHbIX NMPOTOKOB, TaK
“ BapuaHTbl 60ne3Hn Kaponu. B knaccnudurkaumm Bblaensor
cregyowme TUnbl:
e TuUN la — KUCTbI xonegoxa (06LWero *Xen4yHoro NpPoToKa);
e Tun Ilb — cermeHTapHoe pacwmpeHne 0BLEro XeNYHOro
NpoTOKa;
e TUN lc — andodysHoe nan LUAMHAPUYECKOE pacluupeHne
06LWero ¥en4yHoro nNpPoToKa;

e TUn Il — AMBEPTUKYNbI BHEMEYEHOUHbIX ENYHbIX MPO-
TOKOB;
e Tun lll — xonegoxouene;

e Tun IVa — MHOXEeCTBEHHbIE KUCTbl BHYTPU- U BHeMeve-
HOYHbIX *eN4YHbIX MPOTOKOB;
e TMn IVb — MHOXKECTBEHHblE KWUCTbl BHEMEYEHOYHbIX
KENYHbIX MPOTOKOB;
e TUN V — KUCTbl BHYTPMUMEYEHOYHbIX XENYHbIX MPOTOKOB
(60ne3Hb Kaponu n cuHgpom Kaponu).
YKasaHHaa KnaccuduKaums KWUCT KEenyHoro npoTo-
Ka O4yeHb BaHa, MOCKONIbKY Haubofiee YEeTKO yKa3blBaeT
Ha HanpaBieHWe KIMHUKO-AMArHOCTUYECKUX U XMPYypruye-
CKUX meponpusatmm [12].

KnuHuyeckasa KaptuHa

MaumMeHTbl C KUCTaMM KeN4yeBbIBOAAWMX MNyTen 0OblY-
HO anylTcs Ha nepuoanyvecKkyto 60/b B anuracTpasibHOM
obnactu uan npaBom nogpebepbe, SIUXOPaaKY U XKenTyxy.
KnvHuyeckas KapTMHa y nauMeHTOB pa3HOro Bo3pacra pas-
nnyaetcqa. Poautenen peten oo 2 net vaue 6eCrnoKouT



eNnTyxa, B3pocnblx — abgomuHanbHas 60fb, Aucnencus
n xentyxa [2, 13]. bonbwyto 4acTb AMarHO30B yCTaHaB-
NIMBAOT B AETCKOM BO3pacTe, OfHAKO MPUCYTCTBUE TaKMX
CUMMTOMOB Yy B3POC/IOro YenoBeKa [LOMKHO Bbl3BaTb NOAO-
3peHUe Ha HaNnyYne KUCTbl U CBA3AHHYIO C HEM BO3MOXHOCTb
3/10Ka4eCTBEHHOr0 npouecca. Y B3pOCabIX TaKXKe BO3MOXK-
HO OJHOBPEMEHHOE TeYeHWe MNaTONOrMYEecKMUx MpPoLEeccoB
B renatobunnMapHon u NomKenyaoyHon o6nacTu, YTO MOXKET
OCJ/IOXKHUTb OLIEHKY U AMarHOCTUKY 3aboneBaHui [14-16].
Y 80% HeonepupoBaHHbIX B3POC/bIX BO3HUKAIOT OCNOXHE-
HUS B BUAE XONEe[OX0- U renaTuKkonnTMasa, KanbKyne3Horo
XONeLnCTUTa, NaHKpeaTHUTa, BHYTPUNEYEHOYHbIX abCLEeCCoB,
LMppo3a neyeHu, NopTanbHOM rMNEPTEH3MUM U JayKe XOnaH-
rMoKapumHomsbl [17, 18].

UHCcTpyMeHTaNlbHaA AUarHoCTUKa

KomnbloTepHas M MarHUTHO-pe30HaHCHas ToMorpa-
duna obecneymBaloT [AeTalbHOCTb BU3yaln3aLun end-
HbIX MPOTOKOB, KMCT U OKPYXaloWmMX TKaHen 1 ABAAIOTCA
pononHeHnem K Y3WM. MarHuMTHO-pe30HaHCHas XOnaHrmo-
naHkpeartorpadusa cTaHOBUTCHA BCe 60/1e€e UCMOJIb3yeMbIM
METOAOM [AMArHOCTMKM, MOCKONbKY SBNSETCSH ManouHBa-
3UBHbIM METOLOM MCCNEefOBaHWUA MO CPaBHEHWUIO C 3HAO-
CKOMWYECKOM peTporpagHomn xoaHrmonaHkpeaTorpapumen.
YBennyeHne 4acToTbl MCMNONb30BaHUA MarHUMTHO-Pe30-
HaHCcHasa Tomorpaduu CBA3aHO U C XOPOWWMWU pe3ynbTa-
Tamu BM3yanusauuMm U BbICOKMM paspelleHnem m3obpa-
EHUs, CPaBHUMbIM WAW MPEBOCXOAALWMM pe3ynbraThl
BU3yanusauuu npu o6bI4HOM xonaHruorpadum [19]. Mpe-
UMYLLECTBOM e 3HLOCKOMUYECKOM peTporpajHoOn XosaH-
rmonaHkpeatorpad®un ABNSETCS BO3MOXHOCTb BbINOJHE-
HUS AMarHOCTUYEeCKOW 6Morncuu (M Noay4eHuss COCKOBGOB)
y NauMeHTOB C NOAO3PEHMEM Ha MaJIMrHU3aUMIO, a TaKkKe

KOH®JIMKT MUHTEPECOB

BO3MOHOCTb BblMOSHEHUS AEKOMMPECCUN KeNYeBbIBOAS-
LWMX NyTen y 60JIbHbIX XONaHTUTOM.

MporHos

NcKnoyeHne mManurHmsauun y nauneHToB C KUCTamu
JKENYHbIX NPOTOKOB KpalHe BayKHO, T.K. 3a60/ieBaeMoCTb
renatobunMapHbiMMU 310Ka4€CTBEHHbIX OMYXONSMKU Yy 3TOM
KaTteropum 60MbHbIX cocTaBnsgeTr or 2,5 go 28% [20, 21].
XonaHrnokapumnHoma sIBASieTcs Hanbonee pacnpocTpaHeH-
HbIM 3/10Ka4YeCTBEHHbIM OC/IOKHEHUEM KWCT KEN4YHbIX Mpo-
TOKOB: PUCK ee pa3BUTUS Yy NaLMEHTOB C KUCTAMU MKENYHbIX
npotokoB B 20-30 pa3 Bbllle, YeM B 06ller nonynsuuu
[21, 22]. MpK aTOM PUCK pa3BUTUS 310KAYECTBEHHOIO NpPo-
Liecca yBenmMymMBaeTcs y NaumMeHToB ¢ KUCTaMu TUNoB 1 nnu
4 [22]. Ba)XHO OTMETUTb, YTO BO3HUKHOBEHUE 3/10Ka4€CTBEH-
HOrO Mpouecca He OorpaHM4yeHo 061acTbid CaMOM KWUCTHI,
HO OTHOCUTCH KO BCeW renatobunMapHon U naHKpeaTude-
CKOWM NPOTOKOBOM CUCTEME M OCTAEeTCs Ha BbICOKOM YPOBHE
[Jaxke nocne peseKkuuu no npowectsmmn 8—21 roaa [22].

3AK/TIOMEHME

MaumeHTbl ¢ KUCTaMM KeNYHbIX NMPOTOKOB A0 MpoBeje-
HUS XMPYPrU4eCcKoro BMellaTenbCTBa TPebyoT TWaTebHOro
nccneaoBaHUs COCTOSIHUA renaTtobuanapHOn cucTeMbl. 3TO
HeobxoaAMMO A/ OnpeaesieHusl xapaktepa W Tuna 3abo-
neBaHns, YeTKUX Tonorpado-aHaTOMUYECKUX B3aWMOOTHO-
LWEHUN MaHKpeaTobMAMAPHON 30Hbl, HANU4YUA BO3MOXKHbIX
OCNOXHEHUIN, BKIOYAs 3/10Ka4YeCTBEHHbIM MnpoLlecc. XoTs
pesynbTaThl XMPYPruyeckoro BMelwarenbcTBa, Kak npaBuno,
XOpoline, peunanBbl UK PUCK Pa3BUTUSA 3/10KAYECTBEHHbIX
onyxoJien No4YepKMBatoT BaXKHOCTb COOTBETCTBYIOLLErO Nep-
BOHa4anbHOro o6¢cneloBaHna 1 ieYeHns, a TakKe No3Bons-
10T COCTaBWTb [10/ITOCPOYHbIN MPOrHO3.

ABTOpPbI AaHHOW CTaTbM MOATBEPAUIN OTCyTCTBUE $puHaHcoBOM I'IO,ElD,ep)KKVI/KOHd)ﬂVIKTa MHTEPEeCcOoB, O KOTOPbIX HEOGXOAMMO
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TpuxorenatoaHTepasbHbIi CUHAPOM (CUH. CUHAPOMHas, peHoTunnyecKas anapes, SD/THES) — penxkoe BpoxxaeHHoe 3a60-
JiIeBaHne ¢ NpenmMyLLEeCTBEHHbIM MOPaXKeHNeM KULLIEYHUKA. TTpn4nHOM ero pa3Bntus ABAsIIOTCS MyTalmnm reHoB SKIV2L vnan
TTC37. XapaKtepun3yeTcsi BHYTPUYTPOBHOM TMIOTPOPHUEN, TSIKE/ION XPOHMYECKON Anapeen ¢ e6loTOM B MIafeHYECKOM
BO3pacTe, XapaKTepHbIMK YepTamu mLa M 0COBEHHOCTSIMM POCTa BOJIOC, UMMYHHbIMMW HapyLeHnamu. NpnBoaaTes AaHHble
0 ABYX naymeHTax ¢ TpMxorenaTodHTepasbHbIM CUHAPOMOM, OC0KHEHHbLIM KPOHOMNOAOGHbLIM 3aboneBaHneM. Cay4amn Tpu-
XorenaTtoaHTepPasbHOro CUHAPOMAa M €ro OC/0XKHEHWS B BUAE KPOHOMNOAO6HOIro 3ab0o/ieBaHUs OMUChbIBAKOTCS B POCCHIACKOM
MeANLIMHCKOM ITepaType BrepBble.

Knro4yeBble cnoBa: cUHAPOM MaibabCcopbLmM, KMLLIEYHas HeA0CTaTOYHOCTb; NapeHTepasbHoe, IHTEPAsIbHOE NUTaHue; TPU-
XorenaTtoaHTepPasibHbIN CUHAPOM, CUHAPOMHAas (peHoTunnYecKas) guapes.

(Ana uyntupoBaHusa: PocnasueBa E.A., bopoBuk T.3., Uumbanoa E.I., AHyweHko A.O., MNMoTtanos A.C., Jloxmatos M. M.,
YawmHa U.J1., bakpaase M. /1. Cnyvyau TpuxorenatodaHTepasbHOro CMHAPOMa (CUHAPOMHOW Anapen), OCIOKHEHHOIO KPOHO-
nofo6HbIM 3a6oneBanneM. Boripockl coBpemeHHou neanatpun. 2015; 14 (3): 416-421. doi: 10.15690/vsp.v14i3.1381)

BBEAEHMUE e abcopbLMK UK TPaHCNOopTa NULLEBBIX BELLECTB U 31EK-
BpoxaeHHble guapenHble 3aboneBaHuns (Congenital TPOJIUTOB;
Diarrheal Disorders, CDDs) npeacTtaBnsitoT Cepbe3Hyto e anddepeHUUPOBKN IHTEPOIHAOKPUHHDBIX KINETOK;
npobnemy neavaTpuU4ecKon racTpPO3HTEPOSOrMU B CBA3U ®  WHTECTUHa/IbHOr0 UMMYHHOIO OTBETa;
C UX PELKOCTbIO, KpanHEN TAXECTbO TeYEeHUS, CIOXKHOCTbIO e auddepeHUNPOBKM 1 Nonsipmuaalmm aHTepoumToB [1].

[AWarHOCTUKKN U BefeHUst 60JbHbIX. [eHeTMYeCcKne OCHOBbI TpuxorenaToaHTepanbHblIM CUHAPOM (CUH. CUHAPOMHas,
3TON rpynnbl 6071€3HEN B HACTOSLLIEE BPEMS B OCHOBHOM deHoTunNMyeckana Aauapes, Syndromic Diarrhea/Tricho-
paclwudpoBaHbl, a B psae cnyd4aeB pa3paboTaHo natore- Hepato-Enteric Syndrome, SD/THES) npuHaanexur K nocnea-
HeTU4YecKoe (MPenMyLLeCTBEHHO [AMETUYECKOE) NleyeHue. Hen rpynne. CUHAPOM CBSi3aH C MyTauusamu B reHax T137
BbigenatoT 4 rpynnbl BPOXAEHHbIX AWapen, Bbl3BaHHbIX (5915) nnn SKIV2L (6p21.3). CUHAPOM XapaKTepusyeTcs
HapyLeHUIMH: NATbIO OCHOBHBLIMW CUMMTOMaMM: TAXENON Anapeen, KOTo-

E.A. Roslavtseval, T.E. Borovik!' 2, E.G. Tsimbalova?l, A.O. Anushenko?, A.S. Potapov®' 2, M.M. Lokhmatov?'' 2,
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Cases of Trichohepatoenteric Syndrome (Syndromic Diarrhea)
with Underlying Crohn’s Disease

Tricho-hepato-enteric syndrome (syndromic, phenotypic diarrhea, SD/THES) is a rare inborn disease, which affects bowels. It is
caused by the mutation of genes SKIV2L or TTC37. Manifestations include intrauterine hypotrophy, severe chronic diarrhea, which
starts in infancy, characteristic facial features and hair growth abnormalities, inmune disorders. There are data on two patients dealing
with tricho-hepato-enteric syndrome with underlying Crohn’s disease. This is the first description of cases of aggravated tricho-hepato-
enteric syndrome ever found in Russian medical literature.

Key words: malabsorption syndrome, intestinal failure; parenteral, enteral nutrition; tricho-hepato-enteric syndrome, syndromic
(phenotypic) diarrhea.
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pasi Ha4yMHaAETCs C MNEepPBbIX MECALEB MW3HW U MPUBOAUT
K 3aBUCMMOCTWM OT MapeHTepanbHOro nuTaHua (KMLWeYHOM
HeAO0CTaTOYHOCTH); MMLEBBLIM AM3MOPOU3MOM; HapyLEHNEM
pocTa BOMOC; MMMYHHbIMW HapylEHUSIMW; BHYTPUYTPOOHOM
3aepXKKoN pocTa nnoaa.

Hue npeacraBneHo onucaHwe ABYX CllydaeB Tpuxore-
naTo3HTEPaNbHOro CUHAPOMA, OCNOXHEHHOIr0 KPOHOMOA06-
HbiM 3aboneBaHueM, y AeTen, HabnaaBWNXCA B KIUHUKE
Hay4Horo ueHTpa 3a0poBbs aeten (HLU3/, Mocksa).

K/IMHUYECKHUE NPUMEPDI

MauyunenT U.B., pata poxgenusn 15.10.2003

Manbynk Habnwogaetca B HU3/[ c wecTtumecsyHoro
BO3pacTa.

AHaMHe3

PebeHOK OT M0OnoAbIX, 30POBbLIX poanTenen; 6pak Hepoa-
CTBEHHbIW, MaNbyunK OT NepBon 6epeMeHHOCTH; Ha 36-1 Hep,
rectaumm AMarHOCTMPOBaHbl rMNOTPOdUS naoga, NPU3HaKK
deTonnaueHTapHon HegocTtatodHocTu. Poabl Ha 40-1 Hen
nytem KecapeBa cevyeHus. Bec npu poxxkgeHun 2200 r, pocT
46 cm. lNocne poxaeHUs BbiSiBNEHbI BPOXAEHHbIE MOPOKK
cepaua: fedeKT MeXIKenyoo4KoBOM Neperopoaku, OTKPbl-
TbIi apTepuanbHbl NPOTOK, CTEHO3 a0PThl, HEAOCTATOYHOCTb
aopTaNbHOro Knanaxa.

C nepBbIX CYTOK KM3HWU — HEYCTOMYUBLIN CTYyN, B 2 MeC
OTMEHEHO rpyaHOe BCKapM/MBaHWe, Nony4yan HU3KONaKTo3-
HYIO CMeCb, COEBYIO CMeCb, 6e3 adpdeKTa. OTMeUeHbI Nporpec-
CMBHOE CHW)KEHWEe anneTuTa, OCTaHOBKa BECOBOW KPUBOW,
¢ 2,5 MecC ¥n3Hu — npody3Has agnapes ¢ OAHOMOMEHTHOM
notepen maccol 300 r, remokonut. focnutanuanposaH B KB
N2 38 r. MOCKBbI B TAXE/IOM COCTOSHWU MO MPUYUHE IKCHU-
Ko3a, runotpodumu lll cT., MHTOKCHMKaumun. AunarHo3s: «Cencuc,
[BYCTOPOHHAA MHEBMOHMWS, BPOXAEHHbIM MOPOK cepaua,
3KccyaaTUBHaA aHTeponaTtus». OTMEYEHO CHUMKEHUE KOHLEH-
TpauuKU CbIBOPOTOYHbIX MMMYHOrN0o6ynuMHOB. lNonyyan mac-
CVBHYIO aHTMGaKTepuanbHyl0 Tepanuio, napeHTepanbHoe
NUTaHWe; HECMOTPS Ha MPOBOAMMOE fle4yeHue, nepuoanye-
CKM BO3HMKana npodysHas gnapes, B Bece He npubasns.

IMpm noctynneHnn

B Bo3pacTte 6 mec nepeBeieH B AMAarHOCTUYECKOe OTae-
nenne HU3[A ¢ maccon 3500 r. Ctyn — 10-12 pas/cyr,
BOASHUCTbIN, CO CNU3bIO, 3e/1EHbIO. ANNETUT PE3KO CHUKEH,
3Kcuko3 Il ct. MpoBoamMnacb mMaccMpoBaHHas aHTUOaKTe-
puanbHas Tepanus B YCMOBMSX MOHOrO NapeHTepanbHOro
nuTaHua. Yepes 2 Hep nocne NOCTynfieHMs Hadyato Apo6-
HOe KOpPMJIEHME CMECbl0 Ha OCHOBe ruaponusarta 6eska.
Ha ¢oHe neyeHuns aBneHns cencuca KynmpoBanmcb, OHaKO
CTyN OCTaBa/cs HeyCcTon4MBbIM, A0 8 pa3/cyT. O6beM nuTa-
HUA — He 6onee 400-500 mn/cyt. lnarHo3d Tpuxorenarto-
3HTEpanbHOro cuHApoMa 6bln NOATBEPKAEH OOHAPYKEHNEM
MyTauuun reHa TTC37 (reHeTM4yecKoe TeCTUpPOBaHWE BbIMON-
HeHo B [epmanuu, University of Munich).

B Bo3pacTe 6 neT — 3ann30/4 reMoKon1Ta C Pe3Kon note-
per macchbl Tena.

MpK KONOHOCKOMWUK: cnmM3ucTas 060/04Ka NonepeyHo-
060404HOM KULIKM OTeYHasi, rMnepemMmupoBaHHas, cocyau-
CTbIi PUCYHOK dparMeHTUpPOBaH, CKIaAKN YTOJILLEHbI, OTEY-
Hble, TOHYC KWULWKK CHUXKEH. POCBET HUCXOAAWEN KULLKK
CY)EH 3a CYeT OTeKa; OTMe4vaeTcs NPUCTEHOYHOE Haoxe-
HMe BA3KOW 6enecoBaTtomn Cau3un, YepeaoBaHMe HopMasbHOM
C/IM3UCTOM 0BO0I0YKMN C PE3KO OTEYHOW, TMNEPEMUPOBAHHON,
C ry6oKMMU 3BEHHbIMU fedeKTaMn B BUAE «CNefoB YyIuUT-
Ku» 0T 2 0o 15 MM. CKNaaKM HUCXOASALEN KULIKN OTEYHbIE,
3/1aCTUYHOCTb UX CHWXXEHA; KUWKa purkaHas. MNpocBeT cur-
MOBMWAHOW KULIKW CYXKEH 3a cyeT oTeKa. [1pocBeT npsmMon
KULKKM COXpaHeH, OTMEYEHO YMEPEHHOE KOMMYECTBO ClN3M;

Puc. 1. KonoHocKonuyecKkas KapTvHa y nauveHTta W.b. B Bo3pacTte
6 NeT: aKTUBHbIV KOSIUT, BUAHbI NPOAOSIbHbIE TPELLMHbI CIM3UCTON
060M04KM TOSICTON KULLKK (CTPENTKK)

cnu3ncTas 0b0/104Ka oTeyHas, rmnepeMmpoBaHHas, ¢ MHO-
¥ecTBoM adT A0 2 MM, MOKPbITbIX PUOPUHOM U WENEeBUAHOM
A3BOW C HErNMYOGOKUM LHOM, MOKPbLITON GUOPUHOM, A0 12 MM
B [AMameTpe; COCYAMCTbIM PUCYHOK He BW3yanusunpyetcs;
CKJTa[lKM OTEYHbIE, 3TaCTUYHOCTb UX CHUMEHA; KULLIKa pUrna-
Hasi; MapruHanbHble CTONGbI OTeYHble (pUuc. 1).

Ha ocHOBaHWKM pe3ynbTaTtoB GMOMNCUKM CAUM3UCTOM 060-
JIOYKM TOJICTOM KMULIKM AMarHoctTMpoBaHa 60ne3Hb KpoHa.
Has3HayeHO nonHoe napeHTepanbHOe NuTaHue, npenapartbl
INIIOKOKOPTUKOMAOB, KYpPCOBOE BBEAEHWE MOHOKIOHAMNbHbIX
aHTUTEN K GaKTopy HEKPO3a Onyxonun o (MHGMKcumao, aja-
nmymab), 4To aBano HEMOCTOSAHHbIN 3hdEKT.

Pe3ynbtatbl 06cnegoBaHus B Bo3pacte 11 ner

Y3W opraHos 6ptowHon nonoctu (09.10.2014): npu3Ha-
Ku renatomeranuu ¢ audedysHbIMU M3MEHEHUAMMU NAPEHXM-
Mbl nedenn. Y3U cepaua (09.10.2014): BpOXKAEHHbIV NOPOK
cepaua, KOMOUHMPOBAHHbLIM MOPOK aopTafibHOro KnanaHa.
330daroracTtpoagyoaeHockonua (15.10.2014): TepmMuHanb-
HbI 930arunT, aHTPyM-racTpuT, AYOAEHMUT, EIOHUT.

AmarHos

CuHapoM Manbabcopbuun: TpuxorenaTtosHTepas bHbIN
CUHAPOM (CMHApPOMHas aunapes). KuweyHaa HegocTaToy-
HocTb. KpoHonogo6Hoe 3aboneBaHue. benkoBo-aHepreTu-
yecKasi HeoCTaTOYHOCTb MUTaHWUS TAXKENOoW cTeneHun. Xene-
304ePUUMTHAA aHEMUS TAKENOW cTeneHu. BporKAeHHbIN
NMOPOK cepaLa: KOMGUHUPOBAHHbINA MOPOK aopTanbHOro Kia-
naHa. [pybas 3ageprKa NcMxopeyeBoro pasBuTus.

JleyeHune

[JomallHee MNonHoe napeHTepanbHoe MUTaHWe CMeChio
3B 1 (CMO®dKabuseH LieHTpanbHbI, PpeseHnyc Kabu, lepma-
Hus), 986 MmN exxeaHeBHO, 3a 10 4, B/B KanenbHO + NapeHTe-
panbHO CMECb MUHEpPanbHbIX BEWECTB + XMPOPACTBOPUMbIE
BUTaMuHbl (10 M), BOAOpacTBOpUMblE BUTaMUHbI (10 mn).
MuHWManbHoe aHTepanbHoOe NUTaHWe CMeChio Ha OCHOBE CMe-
cn aMuHokucnot (500 mn/cyT), npenapaTtbl 5-aMUHOCaNULN-
noson Kucnotbl (5-ACK), 30 mn, peKTanbHas cycneH3us) —
exeaHeBHo, 5-ACK no 500 mr per 0s exXeaHEBHO.

Ha puc. 2 npeacTtaBfieHbl TeMmnbl GU3MYECKOT0 Pa3BUTUS
nauveHTa.

MauumeHT A.B., faTta poxaeHus 06.08.2008

AHaMHe3

Manb4mMK OT PM3MONOrMYECKN MPOTEKABLIEN GEPEMEH-
HOCTW; GpaK HEPOACTBEHHbLIN; POAbl CaMOCTOSATE/IbHbIE Ha
42-n Hed. Bec npu poxaeHun 2600 r, pocTt 50 cm.
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KnuHun4yecKoe Ha6GnogeHue

Puc. 2. NoKkasatenu ¢manyeckoro pa3sutus 6onbHoro M.b. ¢ poxaenna go 11 net, SDS

200 A
180
160
140
1204 - |- 2 -

+3SD
+28D
CpeaHuit
-28D
-3SD

D ® O
o O O
! !

AnvnHa Tena/pocTt (cm)

Hopmbl BO3 no pocTty/pa3suTuio geten (o1 poxa,. Ao 60 mec). CnpasoyHble Tabnuusl BO3, 2007 1. (61 mec — 19 neT)

+3SD +38D

+28D

Cpennmii

-28D
-3SD

L e e e e o Bt s R B s B
0 24 48 72 96 120 144 168 192 216 240
A Bo3spacT (B mecsauax) 5

— - BoapacT: 11 net 0 mec (132 mec), z-ckop: -3,43

— T T T T T T T T
0 12 24 36 48 60 72 84 96 108 120
Bo3spacT (B mecsauax) B

Lo e e e e B U H S e S L B e e
0 24 48 72 96 120 144 168 192 216 240
Bo3pacT (B mecsauax)

— - BoapacT: 11 net 0 mec (132 mec), z-ckop: -2,15

lpumevaHue. A — poct/Bo3pacT, b — macca Tena/Bo3pact, B — nHAeKC maccol Tefla/Bo3pacT. PedepeHcHble 3Ha4YeHUs pacCHmUTaHbl
¢ nomouibto nporpammbl WHOANthroPlus (odvumanbHasa nporpamma BecemupHon opraHmMsaumnmn 3apaBooxpaHeHus).

BrnepBble rocnutanuMavpoBaH MO MECTYy KUTeNbCTBa B
[OBYXMeCsS4HOM BoO3pacTe ¢ avapeen ao 15 pas/cyt ¢ guar-
Ho30M «[ductpodusa no Tuny runotpodpuun. ucbakrepnos
KuweYyHuKar. [Monyyan neyeHue: 6e3nakTo3Has cMecb, CMECh
Ha OCHOBE rnaponm3ata 6enKa, aHTMbaKTepuanbHas Tepanus,
NPO6GUOTUKKM, COPOEHTbI, NMaHKpeaTuyeckne depmeHTbl, B/B
UMMYHOINOBYNNHBI, C HEMo-
CTOSIHHBIM 3P DEKTOM.

B Bo3pacte oT 6 mec

Puc. 3. MNauwneHT A.B.
B Bo3pacTe 4 net

0O 2 neT HeoAHOKpaTHO
B TSXKENOM  COCTOSIHMU
rocnuTannM3npoBaH No mMec-
TY XXUTENbCTBA C anobamu
Ha XWOKWWA CTyn, noTepto
Beca, NogbeMbl Temnepary-
pbl Tena fo cy6bebpunbHbIX
umodp. AnarHos: «CuHapom
ManbabcopbLnN  (303UHO-
dunbHaa aHTeponaTua?).
HenepeHocumocTb 6enKa
KOpOBbEr0 MOMOKa. [uno-
Tpodusa Il ct. AHemwus
CMELWaHHOW  3TUOJIOTUMD.

JleyeHune: UMMYHOrno6ynuH
yesiloBeYyecKku B/B, NPodu-
OTUKM, KULLEYHble aHTucen-
TUKK, GakTepuodaru, npo-
TUBOrpuMOKOBbLIE CPEACTBa,
cop6eHTbl, WHOY3MOHHaN
Tepanus, BUTamMUHOTEpa-
nus, aHTubakTepuanbHas
Tepanus B/B W per 0S, NaH-
KpeaTnyeckne ©GepMeHThI,
COPOBEHTHI, L-KapHWUTUH, Npe-
napatbl )Kenesa, CMecu
Ha OCHOBE [lyBOKOro Iu-
aponuzata 6enka, napeH-
TepanbHoe nuTaHue, npea-
HM3010H B pgo3e 20 Mr.
CuHapoMm manbabcopbumu
COXpaHsaACcs, NepUOANYECKU
HabnoaanmMcb MHPEKLMOH-
Hble OCNOXHEeHWs, npubas-
Ka Beca He3HauyuTenbHas.
B Bo3pacte 2 net 7 Mec
B HUW neamatpun n geTcKon
Xvpyprun r. MOCKBbI ycTa-
HOBJIEH AnarHoa: «Hecneuu-

Bua, B — nsaATHa «Kode
C MOJIOKOM».

PUYECKNI S3BEHHBIN KOMUT BbICOKOM aKTMBHOCTU. CMHAPOM
Manbabcopbumun. 3ageprkka GU3M4EeCKoro MOTOPHOro pasBu-
THs». PN KONOHOCKOMUK OBGHAapPYXEHbI MPU3HAKN 3PO3UBHO-
S1I3BEHHOMO KOJIUTA C MHOXECTBEHHbIMM NonMnamu. HasHaveH
cynbdacanaduH 250 Mr/cyT, KOTOpbIM B nocneayowem 6bin
OTMEHEH B CBfI3M C HapacTatloLlen TPOMOOLMTONEHNEN.

Mpn noctynneHnm

B Bo3spacte 2 net 9 mec pebeHOK Oblal BnepBble obcrne-
posaH B HU3/J. MNocTynun B TAXENOM COCTOSIHWUM C Bblpa-
YEHHbIM CMHAPOMOM Manbabcopbumu, runotTpoduen (Bec
6,8 Kr — peduunt Maccbl 45%; poct 76 cMm), avapeen,
3NEKTPONUTHBIMU HaPYLUEHUAMU, aHEMUEN, BbICOKMMM NOKa-
3aTensiMu BOCNaanTeNbHON aKTUBHOCTHM (1EMKOLMTO3, BbICO-
Kasa CO3, aHeMus — remorno6uH 71 r/n), TPOMOOLUTOMNEHK-
et (61X10%2/n). 3adMKCMpOBaHbl 0COGEHHOCTH beHoTUNa:
/IMLIEBbIE @aHOMa/nKU, HapylleHUs pocTa BOJSIOC, TMMNEepnur-
MEHTaUMsA KOXKM Mo Tuny «Kkode C MOSIOKOM», MbllleyHas
rMNOTOHMSA (puC. 3), OTCTaBaHWE B NCMXOMOTOPHOM Pa3BUTUM
(puc. 4), aHomanuu pocta Bosoc (puc. 5).

Mpn KONOHOCKOMWKU: pPacrnpocTpaHEeHHbIM 3PO3UBHO-
3BEHHbIN KONUT (puc. 6). [uctonormyeckoe wmccrnenoBa-
HWe GMONTATOB TOJICTOM KULIKW NMPOAEMOHCTPUPOBAO Npu-
3HAKM MACCMBHOIO BOCMaNEHUs CAUM3UCTOM OBOMOYKK, YTO
He MO3BOJIANIO UCKIOYUTL 6one3Hb KpoHa. lMpu 33odaro-
racTpoAyoAEeHOCKOMNUKN: racTpuT, AYOAEHMUT, etoHUT. bruoncus
TOWEN KULLKK: TUCTONIOMMYECKasa KapTuHa cybaTtpodpuryecKko-
ro €eOHUTa C runepnaasnen Kpunt (puc. 7).

AnarHos

Pe6eHKy noctaBneH gMarHos: «<bonea3Hb KpoHa». OgHaKo,
y4yuTbiBas crneympuyeckun deHotun, Manbabcopbuuio ¢
poOXAeHUS, BbINI0 BbICKA3aHO NPefnonoXKeHEe O Haln4yum Tpu-
XOrenatoaHTepasbHOro CMHAPOMa (CUHAPOMHOW AMapen).

JledyeHue

B oTaeneHnn Ha3HayeHO NapeHTepanbHOEe MuTaHue +
L-anaHun-L-rnytamuH (AnnentuBeH, ®pe3ennyc Kabu, fepma-
HUS), BUTaMWUHbI NapeHTepanbHO, aHTMGaKTepManbHas Tepa-
nusl, aAMMETUOHMH, METUINPEAHM30JIOH (25 MI ¢ MeasIEHHbIM
CHUXKEHWEeM A03bl), mecanasunH, 5-ACK, dnykoHa3os, oKTpe-
oTna, antoMuHua docdaTta renb, Kanus, MarHusa acnaparu-
HaT, MeHaauoH, Xeneasa lll rngpoKcra-caxapo3Hbin KOMIIEKC
B/B. Ha doHe nevyeHnss oTmMeyeHa MonoXKuTenbHas AMHaMu-
Ka: pebeHoK npubasun B Bece 500 r, ctyn — 3 pasa/cyT.
MauuneHT He nuxopaaui, bl aKTUBEH, Aenan NonbITKU XOAUTb.

[Nocne BbIMMCKM M3 CTauMOHapa ManbyuK Habnogancs
Nno MECTY XMTENbCTBA, EMY NEPUOANYECKU MPOBOANINCH Kyp-




Puc. 4. BHelwHui BMA 60nbHOro A.B. npu noctynnenun B Hay4HbIM LEHTP 340POBbS AeTe (Bo3pacT 2 roaa 9 mec)*

lMpumeyvaHme. * Tlony4yeHO NUCbMEHHOE pa3pelleHne Matepu Ha nybnukaumio dotorpadumn pebeHKka.

Puc. 5. PocT Bonoc y naunenTta A.B.

lMpnmeyvaHme. A — B Bo3pacTe 2 neT 9 mec, b — B Bo3pacTe 4 nert.

Cbl NApeHTepPanbHOro NUTaHUS, OH MOCTOSIHHO MoJyYan npe-
napatbl ACK, naHKkpeaTnieckme GbepMeHTbl, 04HaKO CUHAPOM
Manbabcopbumnn coxpaHancs. B ganbHenwem HeogHOKpPaTHO
Nleynncs B OTAENEHUM TacTPO3HTEePOonorun. HenpepbiBHO-
peumanBupylolLlee Te4eHne KpoHonogoOHoro 3abonesBaHus
noTpe6oBasno neyeHnss MHOANKCMMaboMm.

B Bo3spacTte 4 5ieT OTMEYEHO HapacTaHue HapyLlweHWn
docdopHo-Kanbuneroro obmeHa, Ha GoHe BTOPUYHOIrO
runepnapatupeosda chopmupoBanach gedopMauns HUK-
HUX KOHe4yHocTeW. pu KOMOHOCKOMWWU: 3PO3UBHO-S3BEH-
HbIA MaHKONWT, 3HAOCKOMMYEeCKass KapTuHa COOTBETCTBYET
605e3HM KpoHa B cTaguu MHOUNLTPaLIMN.

Pe3ynbTatbl 06cnegoBaHns B Bo3pacre 6 sieT 3 mec

Mpun noctynneHun: Bec 12 Kr, poct 90 cM, MHAEKC Mac-
cbl Tena 14,8. KoaddULMeHTbl CTaHAAPTHOrO OTKJIOHEHUS
(Z-score): macca Tena/Bo3pact — 4,37, poct/Bo3pact — 5
(HopmanbHble nokazaTtenu ot -1 go +1). MHgeKkcobl Gusu-
YeCKOro pas3BuTUA pebGeHKa C poXaeHus Jo 6 neT npej-
cTaBfieHbl Ha rpaduKax (puc. 8), BHEWHWM BKUA NauneHTa —
Ha puc. 9.

Mo pesynbratam nabopaTopHoro ob6cnefoBaHus auar-
HOCTMpOBaHa enesogeduUUTHAA aHemusa (remornobuH
91 r/n npu Hopme 120-145 r/n; CbiBOPOTOYHOE XKerne-
30 3,7 MKMOfib/n npu Hopme 9-215 MKMONb/n), runo-
anbbymuHemusa (28 r/n npu Hopme 38-54 r/n), BbiCOKas
CO3 (74 mm/4 npu Hopme 2-20 MM/4) U KOHLEHTpaLMS
C-peaKktuBHoOro 6enka (60,86 Eg npu Hopme meHee 5 Ep).
CopeprkaHne KanbnpoTeKTUHa B Kane coctaBunio 4500 MKr/r
(Hopma o 30 MKr/r); neauaTpuyecKin MHAEKC aKTUBHOCTHU
6onesvn KpoHa PDCAI 70 6annoB (Hopma meHee 10) —
BbICOKas CTENEHb aKTUBHOCTH.

Mpu 33odaroracTpoayoAeHOCKONUU: BbiCOTa BOPCUH-
4aToro cfnos CAM3MCTOM O06ONOYKM ABeHaauaTMnepcTHOM
M TOWEN KULLKK CHWXKEHa, cnn3nctas 060/104Ka ¢ nonepey-
HOW WMCYEPYEHHOCTbIO, MMEET MO3aWyHbIM BWUA. IHOOCKO-
nuyeckas KapTWHa [ABEHaALATUNEPCTHON W TOLEN KMLIKK
XapaKTepHa N5 TaKOBOW Mpu CUHAPOME Manbabcopbuuu.
MpKY KONOHOCKOMMKU: 3PO3UBHO-A3BEHHbIN KOMUT.

B cBa3u ¢ Headpdek-
TUBHOCTbIO JNI€4YEHUSA WH-
dnvkcumabom Havata Te-
panus npenapaToM aja-
numymab. Pe6eHoK nepe-
HOCUT ne4vyeHne Xopowo.
B HacTtosillee Bpems na-
LMEHT nonyyYaeT TaKxe
HaTpua ubaHapoHaTa Mo-
Horuapat B/B, MecanasuH,
5-ACK (250 ™r), naHKpea-
TUH B MUKpPOCHEPUYECKMX
Kancynax, anbdaKanblu-
[0/1, YPCO[I€30KCUXONEBYIO
Kucnoty. PaumoH nutaHus:
6earniotTeHoBas 6e3Mo-
IoYHas AMeTa + cMecb Ha
OCHOBE ry60KOro ruapo-
nnsata 6enka.

AwnarHo3 npm noBToOp-
HOM MOCTYI/1IEHUU

CuHapoM Manbabcop6-
UMKn:  TpuxorenaTtoaHTe-
panbHbI CUHAPOM (CUHA-
pomMHas aunapes). Kuweu-
HasiHeJoCcTaTo4YHOCTb. Kpo-

Puc. 6. KonoHockonuyeckas
KapTuHa nauueHTa A.B.: BUAHbI
NPU3HaKW aKTUBHOIO 3PO3UBHO-
A3BEHHOI0 KonuTa (CTPenKu)

Puc. 7. bruonTat cnM3ncTon 060104KM TOLWEW KULLKM NaumeHTa A.b.

lMpnmeyvaHne. Habnoaaetcs cy6aTpodma u gedopmaLinsg BOPCUHOK
(1a, 6), runepTpodus KpunT (2a, 6), NOBbILEHHAA NMMboNNasmMo-
LuTapHas MHGUNbTpaLna COGCTBEHHON NNACTUHKM.

BONPOCbI COBPEMEHHOW NEAWATPUU /2015/ TOM 14/ N¢ 3
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Puc. 8. [NokasaTtenu ¢p1M3nyecKkoro pa3sutus 6osbHOro A.b. ¢ poxxaeHusa ao 6 net

Hopmbl BO3 no pocTy/passuTuio feteit (0T poxa,. Ao 60 mec). CnpaBoyHble Tabnuubl BO3, 2007 1. (61 mec — 19 neT)

— - BoapacrT: 6 net 3 mec (75 mec), z-ckop: -5,49

— - BoapacrT: 6 net 3 mec (75 mec), z-ckop: -4,35
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— - BoapacrT: 6 net 3 mec (75 mec), z-ckop: -0,41

lpumevaHue. A — poct/Bo3pacT, b — macca Tena/Bo3pact, B — nHAeKC maccol Tenla/Bo3pacT. PedepeHcHble 3Ha4YeHUa pacCcHmTaHbl
¢ nomouibto nporpammbl WHOANthroPlus (oduumanbHasa nporpamma BecemupHoin opraHmMsaumnmn 3qpaBooxpaHeHus).

Puc. 9 (A-B). BHeluHui BUA Honogo6Hoe 3aboneBa-
6onbHoro A.b. B Bo3pacte 6 net Hue. bBenkoBo-aHepreTH-

yeckass HeaoCTaTOYHOCTb
MUTaHWUS TSKENOW CTEMNEHW.
KeneszogeduuntHas aHe-
Mus. HapylieHne MmuHe-
panbHOro obmeHa: ocTeo-
nopos.

OBCYXAEHME

TpuxorenaToaHTepalb-
Hbl# CMHAPOM BMepBble
onucaH B 1982 r. Y aByX
cM6COB, POXAEHHbIX OT
30POBbIX POANUTENEW EBPO-
NENCKOro MPOUCXOXKAEHUS,
Habnoaan HU3KKIM BeC Npu
poxaeHun, ocobble Auc-
MOpdUYHbIE 4YepTbl auua,
BK/ItOYas 60MblIMe YLK, WUPOKKI NIOCKUA HOC, BbICTyNato-
W11 no6, cBoeobpasHble «BOMIOUYHbIE» BOSIOCHI U TAMXKENYIO
avapeto [2]. Cnycta 15 neT nosiBMAOCH OMMCaHWE elle ABYX
CUBCOB C NOAOGHBLIMU CUMNTOMaMM, Y KOTOPbIX B GuonTatax
neYyeHn UMeNNCb NPU3HaKKM, HaNnoMUHalLWmne TaKkoBble NpU
HeoHaTaNbHOM remoxpomaTo3e. ABTOPbl MPEANONOKMUIN,
YTO U MX NALMEHTbI, ¥ IETU N3 EBPOMNENCKON CEMbU CTPaAanu
OAHMM U TEM e 3a60/ieBaHNEM, U Ha3BaIu ero «Tpuxore-
natoaHTepanbHbin cuHapom» (THES) [3]. [leTn 13 ele ogHom
«cepumn» (8 cnyyaeB) OTMYANUCL OTCYTCTBMEM PAHHUX N3Me-
HEHWUN B NEYeHW, Hanuinem aTtpodun KULWEYHbIX BOPCUHOK
M UMMYHHbIX HapylleHWn. ABTOPbI 3TOr0 HabnaeHnUs npea-
JIOXWN HOBbIN TEPMUH — «CUHAPOMHas aunapes» (SD) [4].
B 2007 r. A. Fabre 1 coaBT., OCHOBbIBasACb Ha COOGCTBEHHbIX
1 oNy6/IMKOBAHHbBIX JaHHbIX (BCcero 17 nawuMeHToB), Npeano-
NIOXKMAK, YTO CUHAPOMHANA AMapes U TpuxorenaTtosHTepasb-
HbI CUMHAPOM SIBNSIOTCA OLHOM reTeporeHHON Ho3oMormye-
cKkon popmon — SD/THES [5]. B 2008 r. K. Al Qoaer v coaBT.
onucanu HOBbIX MaLUMEHTOB apabCKOro MPOWUCXOXKAEHWUS
C XPOHWYECKOWN anapeew, nMueBbiM AM3MOPPU3MOM U Hapy-
LieHnem pocTa Bosioc [6]. Kpome TOro, y Bcex nauMeHToB
nMenacb aHoManbHas rMNEPNUrMeHTaUms KOXKU B HUXKHEWN
NONOBUHE TyNOBMLLA.

JTHoNorusa n natoreHes

Bo3HunkHoBeHue SD/THES cBfA3aHo ¢ MyTauusamu B ABYX
reHax — TTC37 (5q15) unu SKIV2L (6p21.3) — KOMMNOHEH-
Tax rMnoTeTUYECKOro YenoBeyecKoro Ski-komnieKkca, OTBeT-

CTBEHHOI0 3a 9K30COMOMNocpeaoBaHHbIM KOHTponb PHK
[7-9]. Ski-komnneKc aBnseTcs reteporeTpamepHbiM KodaK-
Topom uuTonnasmMatmyeckon PHK-3k30combl, KoTopas obec-
neynsaeT pacnag MPHK. MexaHu3m Toro, Kakum ob6pasom
nedekTbl KOHTpona PHK MoryT Bbi3biBaTb KIIMHUYECKME NPK-
3HaKKW JaHHOro CMHAPOMA, MOKa OCTaeTCs HEACHbIM.

PacnpocTpaHeHHOCTb

SD/THES — opdaHHOe ayToCOMHO-peLieccuBHoe 3abo-
neBaHue. B HacTosiliee Bpems onucaHo Bcero 44 cnyyas,
paccyuTaHHaa 4YactoTta coctaBnseT 1:1 000000 HOBOPOXK-
[IeHHbIX. 21 pebeHoK 13 44 poxaeH B 6IM3KOPOACTBEHHbIX
6pakKax. K HacTosweMy BpeMeHu cnydan SD/THES onucaHbl
B EBpone (BenukoGputaHuu, ®paHumu, Utanuu, Monblue),
Typumn, CeBepHon Adpuke, CaygoBckon ApaBuu, UHAMK
[10-13]. OnucaHun cuHgpoma B Poccun [O HacToslero
BpeMeHM NpeacTaBneHo He 6bio.

KnuHnvyeckas cumntomaTtuka

Knaccuyeckaa ¢opma cuHAPOMa XxapaKTepusyeTtcs
NATbI0O OCHOBHLIMU CUMIMTOMAaMMU:

° TAXKENON HenpeKkpallalowencs guapeen, Kotopas Hauu-
HaeTCs Ha NepBOM MeCSLe KU3HW, BefeT K TAXKeNon
rMnoTpodun 1 TpebyeT NpPoBeAEeHUs MapeHTepanbHOro
nUTaHus;

® JMUEBbIM AM3MOPPUIMOM — BbICTynawowmnm n6oM u
LEKaMH, LUIMPOKMM OCHOBAHMEM HOCa, TMNEPTENOPU3MOM;

® HapyllieHWeM pocTa BOJIOC — BOJIOChI UMEIOT B[, BOWO-

Ka W Nerko BbiNnajatoT;
®  VMMMYHHbIMW PACCTPONCTBAMM B BUAE CHUKEHNS NPOAYK-

LMW UMMYHOIN06Y/IMHOB;
® BHYTPUYTPOOGHOW 3aJepPKOM pocTa nnoja.

[MonoBWHa AeTen OTCTaloT B NCUXMYECKOM pa3BuTum [14].

Y HECKOJ/IbKUX BHOBb OMUCaHHbIX MaUMEHTOB TaKxe
HabnlofanM KoXHble aHoManuu (Kcepos, NaTHa no Tuny
«Kode C MOJIOKOM» U aHrMomel) [6]. B pa6ote D.M. Monies
M COaBT. Y 7 NauUMEHTOB apabCKOro MPOUCXOXKAEHUS Haps-
[y C KNacCMYECKMMM CUMMTOMaMMU C POXKAEHWUS OTMeYanu
HanMymMe MHOXecTBa NATEH «Kode C MOSIOKOM» B 06/1acTu
Tasa M HUKHUX KoHevHocTen [13]. Taknum 06pa3om, KOXHble
aHoManuu pacLMpUIv KIMHUYECKUIA CNEKTP XapaKTepPUCTUK
cuHapoma.

HapyweHua ¢byHKUMKM nevyeHn Habnwoganu B 52% cny-
YyaeB. K pelkum cMMnToMaM OTHOCAT BPOXAEHHbIE MOPOKM
cepfua v aHoManuu TpomoéoumToBs [14].

HeKkypabenbHaa auapes (BNSETCH OCHOBHbIM CUMII-
ToMOM M BcTpevaetcsd B 100% cnyyaeB. [duapes HOCUT



CEKPETOPHLIN XapaKTep, T.€. COXPaHseTcs, HecMoTps Ha
npeKpalleHne SHTepanbHOro MuUTaHusa. [uapes MoxKeT
nebioTupoBaTh C MEPBbIX AHEN A0 32 Hen W3HWU. [lpu
3HAOCKOMMYECKOM WCCNEefOBaHUM BEPXHUX OTAENOB MKeny-
[OYHO-KMLIEYHOro TpaKTa 4acTo OTMeYaeTCs CrnaKeHHOCTb
BOPCUHYATOro €108 M nonepeyHas UCYEPYEHHOCTb CKIa-
[OK, XapaKTepHasi ans cuHapoma Manbabcopbumu. McTo-
NlorMyecKoe uccnegoBaHMe TOHKOKMLIEYHbIX 6GMONTaToB
B 60nbluMHCTBE cnyvyaeB (84%) OEMOHCTPUPYET YaCTUYHYIO
WUAN MNOJIHYIO aTPpodPUIo BOPCUHOK, OAHAKO HE UMEET cneLu-
dUYECKMX YepT, B OTINYME OT 6ONE3HU BKIOYEHUIA MUKPO-
BOpcuHOK (Microvillous Inclusion Disease, MVID) 1 ny4koBo#
aHTeponaTuu (Congenital Tufting Enteropathy, CTE) [10].

MaKpocKonMyYeckne Mpu3HaKM KoauTa BCTpeyvanuchb
B 73% cny4aeB [15]. Mbl 06Hapy1u NnLlb OLHO OnucaHue
OC/IOXKHEHMS, HanoMuHalowwero 6one3Hb KpoHa, y 60/bHOM
¢ SD/THES apa6ckoro npoucxoxaeHus [13]. 3ta ageBoYKa
Oblfla caMoW TAXeNI0M U3 NauueHToB, HabslojaemMblx aBTopa-
MU, U Hy}Kganacb B NOCTOSHHOM MapeHTepanbHOM MUTaHUMK.
lpK KOMOHOCKOMWKW Yy Hee Oblin OBHapYXKeHbl MPU3HaKK
unenta M KonuTa C o4YaramMu akTMBHOIMO M XPOHWYECKOro
BOCManeHnsa, oTmeyvyanocb GOpPMUPOBaHME [OBYX MPOMEX-
HOCTHbIX CBULLEN, NOTPEBOBABLINX XMPYPrMYECKOr0 NeveHuns
(konoctomuu). Ele ogHo onuncaHune nerkor dopmbl KoauTta
y pebeHKa B Bo3pacTe 4,5 net ¢ THES npuBoanTtcs B paboTte
aBTopoB 13 Typuun [16].

MporHos

BonbWwWWHCTBO feTel 3aBUCMMbI OT MOCTOAHHOMO NapeHTe-
pafibHOro NUTaHWs U BBEAEHUA UMMYHOINo6ynnHOB. JleTanb-

KOH®JIMKT UHTEPECOB

Hble MCXOAbl HacCTynalT NPeUMMYLLECTBEHHO B peaynbraTte
OCNIOXXHEHUIM NapeHTepasnbHOro NMTaHus, Ne4eHO4YHON Heao-
CTaTO4YHOCTU W acCOLMUMPOBAHHOM MHDEKLMN. OAHAKO HEKO-
TOPbIM NaLMeHTaM yaaeTcs cTaTb HE3aBUCUMbIMU OT NapeH-
TepanbHOro nNuTaHua. Tak, n3 6 nauneHtToB M3 CayooBCKOWM
ApaBun 5 nony4anu MnonHoe napeHTepanbHOe nuTaHue
B pa3/MyHble CPOKK, HO B HacTosiLLee BPEMS COCTOSHUE WX
OCTaeTcsl CTabWuNbHbIM Ha 3HTEPasbHOM MUTAHUW 3NEMEHT-
HbIMWU CMECAMU U/nUnn 6e3rnioTeHoBON,/6e3MOI04YHONM aneTe
[13]. lnwb ofHa geBO4YKa, ynoMsHyTas Bbllle, HyXAaeTcs
B NapeHTepanbHOM MUTaHUKU 4O HaCTOALWEro BPEMEHM.

JleyeHue

MaToreHeTMYeCcKoro IeYeHUss CUHAPOMa He CYLLEeCTBYET.
MannnaTMBHLIMWU METOAAMW SABNSIOTCS MapeHTepasibHOe U
3HTEpanbHOEe NUTaHuMe, cCMMNTOMaTU4yecKas Tepanus.

3AKJ/IIOMEHME

Tarkenoe Te4eHne CEeKPETOpHOM anapen n manbabcopob-
LMN C NepBblX HeAeNb XWU3HWU, HE3IPDEKTUBHOCTL TPaAMLIM-
OHHbIX METOAOB JieyeHus, bopmUMpoBaHME 3aBUCHMMOCTH
OT NapeHTepPasbHOro NUTaHUs (KULLEeYHOW HEAOCTAaTOYHOCTH)
npegnonaraet Hannyne y pebeHKa pefKon aHTeponatmm —
BPOXAEHHOr0 AnapenHoro 3aboneBaHus, OAHUM M3 KOTO-
pbIX SBASETCA TPUXOrenaToaHTepPanbHbIiM CUHAPOM.

Cnyyau TpuxorenatoaHTepasbHOro CMHAPOMa,/CUHAPOM-
HOW Anapen onucaHbl B 0Te4ECTBEHHON MEAULIMHCKON nuTe-
paType BNepBble, a ero OCNOXHEHUS B BUE TAXKENOro Kpo-
Honoao6Horo 3aboneBaHus y ABYX NaLMEHTOB — BMNeEpBble
B MMPOBOW NuTepaTtype.

ABTOpbI JAaHHOM CTaTbW MOATBEPAUIN OTCYTCTBUE GUHAHCOBOW NOAAEPHKKN UCCNefoBaHWUS/KOHGIINKTA UHTEPECOB, O KOTOPbIX

HE0OX0AMMO COOBLLNTB.
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UHdopmauusa Colo3a neguatpoB Poccum

| Europaediatrics - 2015

Bonee 130 Beaywux AeTCKUX Bpadven Poccuickon
degepaunm nNpuHanM ydactme B EBponencKoMm KoHrpecce
neauMaTpoB — raBHOM MEXAyHapoAHOM neavaTpUyecKom
cobbiTn 2015 roga, KoTopbii coctosncs 13-16 masa BO
dnopeHunn (UTanus).

OpraHusatop ®opyma — EBponeicKasa neguatpuyeckas
accoumaunsa EPA/UNEPSA, o6beanHsaiolas HauuoHalbHble
negnatpuyeckme obuwectsa 50 cTpaH EBponbl M Bo3rnas-
nseMas B HacTosilee Bpems (Bnepsble B UCTOpPUM!) poc-
CUMCKUM AeTCKMM Bpadom npodeccopom J1.C. HamasoBon-
bapaHoBo#n.

KoHrpecc dBnsercs rnaBHbiM MeponpusaTnem Acco-
uMauun, NpoxoauT oAvMH pa3 B ABa roga U TpagvLUMOHHO
NnocBslleH O6CYyKAEHMIO Haubonee aKTyalbHbIX BOMPOCOB
neguatpun. B aTOoM rogy B HEM MPUHANM yyacTue 6Gonee
1000 Bpayer 13 cTpaH EBponbl, a Takke CLUA, MeKcuKy,
Kutas.

Coto3 negnatpoB Poccun TpagnLUMOHHO MPUHUMan aKTUB-
HOe yyacTMe B MOArOTOBKE M MPOBEAEHMU AaHHOTO Mepo-
NPUATUS.

B pamkax KoHrpecca BnepBble 6bl1 MpOBefAeH poc-
CUMCKUI CUMMO3UYM, rAe 3KcnepTbl M3 HayyHoro ueHTpa
3[0pOBbSA AeTer NpeacTaBUIM OTeYEeCTBEHHbIE AOCTUXKe-

lNpeaunaeHT EBponericKo negnaTpuyecKor accoymaLmm
J1.C. Hama3soBa-bapaHoBa

HUSA B 061acTW opraHM3aumu LEeTCKOro 34paBoOXpaHeHus
Poccun, coBpeMeHHble NMPUHLKMNbI AMArHOCTUKM U fleye-
HUA 6Gone3Hen AETCKOro BO3pacTa, a TaKXe HoBble
noaxoAbl K neguaTpuyeckoMy o6pas3oBaHUiO Bpayen
C MCNOMb30BaHWEM BbICOKOTEXHOMNOMMYHbBIX TPEHWUHIOBbIX
TEXHOJIOM UK.

B pamKax Hay4HbIX CECCUI, KOTOpble BNepBble B UCTOPUM
OaHHbIX MeponpuaTUi Gblin opraHM3oBaHbl EBponencKon
negMaTpu4yeckon accouualmen cCoOBMeCTHO co BcemupHon
opraHu3auunen 3apaBooxpaHeHus (BO3), npe3naeHTom
EPA/UNEPSA npodeccopom J1.C. HamasoBoi-bapaHoBow
OblIM NpeAcTaBfeHbl Brnevyatnsowme pesynbratbl paboTbl
MexayHapoAHoro npoekta Poccun-BO3 no ynyyleHuio oKa-
3aHUS MeOWLMHCKOM MoMowM aetam B cTpaHax CpeaHen
A3un n Adpuku. Ha ceccnun BO3, noceBseHHOW cobntoae-
HWI0 NpaB pebeHKa, cocTosNach Npe3eHTaLns HOBOro YHM-
KanbHOro n3aaHus, nHMumnnpoBaHHoro Coo3om neanaTpos
Poccun, — KoHBeHUMM O npaBax pebGeHKa B WM3M0MKEHUU
CKa30K HapoaoB mupa. K HacToswemMy MOMEHTY 3Ta UHTe-
pecHasi, Kpaco4yHas M No3HaBaTeflbHas KHUra ye uaga-
Ha Ha PYCCKOM, @HIMMNCKOM, HEMELIKOM M MONAaBCKOM
f3blKax, a B OAWKavlee BpeMs MNaaHUpyeTcs ee nepe-
BOA Ha Apyrue a3blk1 Mupa.

[loKnaa YMTaeT IOKT. MeJ. HayK, y4eHbli cekpetapb Hay4yHoro LieHTpa

340poBbs geTel E.B. AHTOHOBa

Meamnatpbl ¢ MHTEPECOM 3HAKOMMNCH ¢ KOHBEHLIMEN O npaBax
pebeHka

UcnonHeHne MimHa eBponercKkux neguaTpoB



Jpy)xHas generauyms neanatpos n3 Poccurickon ®eaepavmm

Ewe oaHOM OTAMYMTENbHOW OCOBGEHHOCTbIO Mpollea-
wero dopyma AeTCKMX Bpaden EBponbl cTano axkTMBHOE
W NAOAOTBOPHOE Yy4yacTue cneuuanu3upoBaHHbIX neaua-
TpryecKknx obuecTB (EBponerickoe pecnupatopHoe oblie-
ctBo, EBponenckas accouuaunss AETCKUX HEBPOJSIOTOB,
EBponeicKkoe 06LWECTBO raCTPO3IHTEPOSIOrOB, renaTono-
roB W HyTpuumonoros, Colo3 eBpPOMNenCKMX HeoHaTasbHbIX
W NepuvHaTanbHbIXx 0OLLECTB W Ap.) B peanu3auun Hay4yHOM
nporpammbl KoHrpecca. 3To cnoco6CTBOBaNO KaK MoBbllle-
HUIO NPODECCMOHaNbLHOr0 YPOBHS MPEACTABEHHbIX JOKNa-
[0B, TaK u 6onee CNAO4YEHHOMY COTPYAHWYECTBY Bpayewn
pasnnYHbIX creLunanbHOCTEN.

Ha cocTtosiBluencs B AHM paboTbl EBpONEnNcKoro KoHrpec-
ca [eHepanbHoM accambnen EPA/UNEPSA 6b1n11 nogBeaeHsbl
UTOrM paboThbl 3a rof U HameveHbl NepCcneKTUBbI AanbHEN-
Wewn Hay4HOM, n3paTenbCKOW M MPOCBETUTENbCKOM paboThl
accoumaumm. Ocob6eHHO 6bII0 OTMEYEHO pacLIMpeHne Yucna
HaUMOHaNbHbIX NeAMaTPUHECKUX 06LLECTB, KOTOPLIMU NOMOS-
HuMnacb accouuaumm B 2015 r. (KazaxcrtaH, YepHoropus,
KuprunacraH, TagKukuctaH, Y36ekuctaH U UTanbsHcKas
denepauma neguaTpos).

ApkuM 3aBeplieHnem KoHrpecca crano ApyXKHoe
ncnonHeHne HoBoro MMHa neanaTpoB EBponbl, B OCHOBY

Mobeautenn notepeu, pasbirpaHHON BO BPeMSs poBeAeHNUs
XVIIl KoHrpecca neanatpoB Poccuu, MoayynBLLIME BO3MOXKHOCTb
MpuHATL y4acTve B «Europaediatrics — 2015». CneBa HarnpaBso:
B.K. CeBocTbsiHOB, KO.B. PoBeHcKas, E.A. YconbLeBa

KOTOPOro 6bl/1 MOMIOXKEH FM'MMH Hallel OTe4YEeCTBEHHOM MpPo-
dpeccroHanbHOM accoumnaumnm. N cHoBa ronoc oTe4ecTBEH-
HOWM nNegnaTpum GblN YCibllWaH U C 3HTY3Ma3MOM MOAXBayeH
Konneramu!

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 3



| UBaH UBaHOBUY Bana6oaKuH

15 wonga 2015 r. ucnon-
HseTca 80 net co AHS POoXK-
neHns MBaHa lMBaHoBM4a
bana6onknHa — poKTopa
MEAULMHCKUX HayK, npo-
deccopa, 3acnyXeHHoro
neatenst Hayku PoccuicKkomn
denepaunn, 4YneHa-koppe-
cnoHgeHTa PAH.

N.N. BanabonkunH ¢ oT-
IMYNEeM 3aKOHYMN neauat-
puyeckum dakynbter 2-ro
MOCKOBCKOro MegmuuHCKO-
ro MHCTUTYTa UM. H.W. K-
poroBa (1959) u no rocy-
[apCTBEHHOMY pacnpeje-
JIEHUIO B TeYeHune aByX neT
oTpaboTan neguMaTtpom B
Kupose (Kanyxckas o6nactb). CTpemneHme K Hay4yHoW aes-
TEeNbHOCTW NPMBESIO MOJIOAONO CreumannucTa B acnupaHTypy
TOrO e MHCTUTYTa Ha Kadeapy AeTCKUX MHbeKuuin (1961).

C 1964 r. BCcs TpyaoBas M TBOpYECKas AesdATe/IbHOCTb
N.N. BanabonknuHa TecHO cBfA3aHbl ¢ HayyHo-uccneposa-
TEIbCKUM WMHCTUTYTOM neauatpun HayyHoro ueHTpa 340-
poBbs AeTen. 3aecb OH 3allMTUA KaHauaaTcKyto (1965),
a 3aTeM [OKTopcKylo aucceptaumio (1989). B 1983 r. 6bin
n3bpaH PYKOBOAMTENEM anneprosorM4eckoro OTAENeHus,
KOTOpbIM pykoBoaun 6onee 25 nert.

OCHOBHbIMW HanpaBNEeHUAMU HaAyYHON [eATENbHOCTU
M. N. BanabonknHa ABNSOTCA U3y4eHUe 0CO6eHHOCTEN pas-
BUTUA annepruyeckmx 6onesHen y aeteh U COBEPLUEHCTBO-
BaHMe MeTOAOoB Tepanuu U MpodUNaKTUKK annepruieckomn
naTtonoruu. MNog pyKoBOACTBOM Y4EHOIO KOSIJIEKTUBOM MCCe-
fJoBaTtenen ycTaHOBNEeHa B3aMMOCBSiI3b U3MEHEHUN BPOXK-
[lEHHOro M afanTMBHOIO MMMYHUTETA C BO3PacTOM GONbHbIX,
NMPUYUHHO-3HAYUMOWN CeHCUbUNn3aumen, KIMHUYECKUMHU
dopmMamun anneprum n TSKECTbIO TEYEHUS annepruyeckoro
npovecca; pa3paboTaHbl IGPEKTUBHbIE METOAbl HEMHBA3UB-
HOWM annepreHcneunduyeckon UMMyHoTepanuu; onpeaeneHa
TaKTUKa BaKUMHOMPOOWNAKTUKK ynpaBnseMblX WMHbEKUUn
N HecneundryecKon UMMYHONPODUNAKTUKKM U UMMYHOTEpPa-
nuW y feTen ¢ annepruyeckom naTtonormen.

KomnneKkc uccnegoBaHui No BbIIBAEHMIO y4acTUs reHe-
TUYECKUX (aKTOPOB B pPa3BUTUM aTOMUYECKUX OONE3Hewn
y feten nossonun N.N. BanabonkuHy 1 ero ydeHukam ycra-
HOBWUTb TEHETUYECKYD [OEeTEPMMHMPOBAHHOCTb HEKOTOPbIX
3BEHLEB NaTOreHe3a M WX CyLLeCTBEHHOE BWSHWE Ha Teye-
HWe annepruyecKoro npotecca.

Mog Hay4YHbIM PYKOBOACTBOM M HEMOCPELCTBEHHOM Yyya-
ctun MBaHa MiBaHOBMYa M3Y4YEHO BAUSHUE BUPYCHOM UHDEK-
UMK Ha COCTOSIHUE UMMYHHOIO OTBETa, Pa3BUTUE U TeYeHue
aTonu4yeckmnx 6onesHen. MMeHHO 6Gnarogaps 3TUM wucche-
[I0BaHWAM 6binn pa3paboTaHbl 3PdEKTUBHbIE METOAbI MPO-
GUNAKTUKKM U NevYeHns OCTPbIX PecnUpaTopHbiX UHOEKLMI
y AETEN C annepruyeckon naTonornen.

Hay4Hble pab6oTbl WN.W. banabonkMHa M ero y4eHwKoB
no M3y4YeHWUt0 IHAOKPUMHHOIO M MeTabosIMYecKoro cratyca

y Oeten ¢ 6pOoHXManNbHON acTMOM M aTOMMYECKUM AepMaTu-
TOM MO3BOJINIIY HE TOJIbKO YCTaHOBUTb Pa3BUTUE Pa3INYHbIX
HapyLlweHWn, oTAroLaloWwmnx Te4eHne pecnupaTtopHON U KOXK-
HOWM annepruu, HO U NPeIoXNTb 3PDEKTUBHBIE METOAbLI UX
KOPPEKLMH.

Mo nunumnatmee U.N. bBanabonknHa BbINOSHEH COBMECT-
HbI LMKN Ba)XHbIX 3MNUAEMWOSIONMYECKUX WMCCNeaoBaHWUM
no M3y4YeHUIO PacrnpoCTPaHEHHOCTU annepruyeckmnx 6ones-
Hen B pas3nnyHblX pernoHax Poccuinckon depepaumm: ycra-
HOBJIEHbI BISIHWE CPeaoBbIX GaKTOPOB Ha BO3HUKHOBEHWE
annepruyeckon naTonorMm U Haauvme pernoHanbHbIX NpK-
YMH PUCKa aNnnepruyeckon 3aboneBaemocTm y geTen.

MBaH NBaHoBMY BanabonknuH — TanaHTAUBbIA YY4EHbIN,
OMbITHBIN KIIMHULKUCT; €ro XapaKTepu3yloT LMPOKUIN Kpyro-
30p, LeNleyCTpeMSIEHHOCTb U TpyAositobue, CnocobHOCTL 060-
3HayaTb Hanbosiee NepcrneKTUBHbIE HaNpaB/eHUs Hay4HbIX
ncecneaoBaHum.

N.N. BanabonknH — cosgaTenb KPYNnHOM Hay4yHOM LUKO-
Nibl NeaMaTpOB-anIepronoros.

NMop pykoBoacTBOM WMBaHa WMBaHOBMYa BbINOMHE-
HO 80 KaHaupatTCckux u 35 [OOKTOpPCKMX auccepTaunn. OH
aBTop 7 n3obpeteHni, cebiwe 500 nybnvkauum, 12 MoHoO-
rpadun, B Yncne KoTopbix «bpoHxuanbHaa actMma y ageten»
(1985; 2003), JlekapcTBeHHas anneprusa y getenr» (1993),
«MonnnHo3bl y peten» (1996), «ATonMYecKun aepmaTut
y neten» (1999), «letckasa annepronorus» (2006), «JleyeHne
annepruyeckux 6onesHen y aetein» (2008), «KnuHuyeckas
anneprosiorns AeTCKOro Bo3pacTta C HEOT/IOXHbIMKU COCTOSA-
HUaMK» (2011).

B HacTosilee BpemMsi MHOrMe y4eHuKn MBaHa ViBaHOBMYa
BO3MMaBNsAOT Kadeapbl MEAULMHCKUX YHUBEPCUTETOB, Hayu-
HO-uccnegoBaTebCKkMe nabopatopun n KIMHWKKM B Poccum
n ctpaHax CHI.

LLInpokylo Hay4yHyto pgedatenbHocTb W.WN. BanabonkuH
coyeTaeT C OO6LIECTBEHHOW W 3KCMepTHOW paboTon: Agon-
rMe roAabl OH BO3rNaBAAl NPOBGAEMHYIO KOMUCCUIO «Annep-
rMyecKkne 6ONE3HU y AeTen», PyKOBOAW annepronornye-
CKOM ceKunen MOCKOBCKOro obliectBa [OETCKUX Bpadvew.
M. N. BanabonkuH — npe3naeHT Accounauunmn 4eTCKux annep-
roforoB U MMMyHonoros Poccuu, uneH pefkonnervi segy-
LLIMX OTEYECTBEHHbIX YKypPHaNOB No NeanaTpuu, anneprosorum
n ummyHonoruu (Meamatpus. XypHan um. I. H. CnepaHcKoro;
Bonpocbl coBpemeHHON neauatpuu; MNeanaTtpuyeckas dap-
MaKosiorus; POCCUWCKUMI anneprosormyecknui ypHan;
Bonpocbl geTckon aneTtonorum).

3acnyrm y4eHoro BbICOKO OUEHEeHbl MpPaBUTENbCTBOM
CTpaHbl — OH HarpaxkjeH mepanblo opaeHa «3a 3acnyru
nepea oteyectsom» Il cteneHu.

B cBon wb6unen UBaH KMBaHOBUY MNpPOPECCUOHaNbHO
aKTUBEH, MOJIOH CUJT U HOBbIX HaYYHbIX MNJIaHOB.

Zlpy3bsi, Konern u ydeHUKM cepaeyHo no3apasisiioT
rny6oKoyBaxkaemoro IBaHa MIBaHoBHYa

C 06u1eemM n enarT eMy KPENKOro 310p0BbS,
CcYacTbsl, JOJITUX IET aKTUBHOM TBOPYECKOM YKU3HMH,
HOBbIX JOCTUIKEHMI B Hay4HOM

U KIIMHWYECKOM esiTeibHOCTH!
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OpuruHanbHble wnccnegoBaHus, 6€3 COMHEHWW, BCer-
Ja OblIn U OCTaloTCA KpaeyronbHbiM KaMHeM MpoLecca
Hay4yHOro no3HaHusa mupa. NoarotoBKa OTYETOB MO PE3Yib-
TaTaM OpPWUIrMHabHbIX MUCCNefoBaHWUM U UX ONyGAMKOBa-
HWEe — OUHaNbHbLIA, @, MO COBPEMEHHbLIM MNpPeaCTaBNEeHU-
M, U 06a3aTe/bHbIM 3Tan Hay4HOW AeATeNbHOCTU. MMEHHO
KayeCcTBO OMWCaHWS MCCneaoBaHUs (BCEX ero atanoB —
OT NNaHUPOBaHMA [0 OOCYKAEHUS pe3ynbraToB) onpege-
NIFIeT YpOBEHb OOBEPUS K HEMY W, BOSMOXHO, NEPCMNeKTU-
BY €ro rnocrefyloLlero Ucrnonb3oBaHnUs NS BblABUMKEHUS
HOBbIX TMNOTE3 W MPUHATUA pelleHnin. Hactosuime npaBu-
na ¥ pexkomeHgaumu chopMynnpoBaHbl TaknMm 06pasom,
4TO6bI MOMOYb aBTOpPam MOArOTOBWUTb PYKOMWUCb BbICOKOIO
KavyectBa. PaccmatpmBaloTcs CuTyalmu, OTHOCSLWMECS npe-
MMYLLECTBEHHO K MUCCNefoBaHUAM MEAULIMHCKOro BMella-
TEeNbCTBA (NEKAPCTBEHHOrO CpeacTBa, MEAULIMHCKOro Mpwu-
60pa, opraHn3aLmnoHHbIX MEPONPUATUI U Np.). BmecTe ¢ Tem
npaBuia U peKoMeHgaL M1 UMELOT yHMBepPCalbHbIN XapaKTep
W MOTyT ObITb MCMONb30BaHbl NPU OMUCAHWKU UCCEed0BaHUN
C MHbIMW LUEensMun (HanpumMep, aNMaeMUOIOrMYECKUMN).

OBA3ATEJ/IbHLIE YCJ/IOBUA NPUHATUA
PYKONMUCU K PACCMOTPEHHUIO

1. CooTBeTCTBME TEMbl UCCNIeJ0BAHUA TEMaTUYECKOMY
HanpaBAeHUIO }KypHana. *KypHan ny6avKyet pesdynbra-
Tbl OPUTMHANbHbIX UCCNEA0BaHNUM (B TOM YUCNEe cUCTEMA-
TUYECKME 0630pbl) U KIMHUYECKUX HABNIOAEHUN, NuTe-
paTtypHble 0630pbl, UHPOPMaLMOHHbIE COOBLLEHHUS, CyLLe-
CTBEHHAs YacTb KOTOPbIX NOCBSLLEHa BONpocaMm «coxpa-
HEHUS W BO3BPALLEHUS COCTOAHUA 340P0BbA PEGEHKY»
C MOMEHTa poXaeHUs Ao 17 neT BKAYUTENBHO».

2. Mpu3HaHue pyKonucu opurMHanbHOW. [ns peaakTo-
POB XypHana KpUTEpUEM OPUIrMHaNbHOCTU ABASETCH
TOT daKT, 4TO HM caMa PYKOMUCb, HWU OOUH U3 ee cylle-
CTBEHHbIX dparMeHToB (BKJOYaa Tabnuubl, PUCYHKM)

R.T. Saygitov

paHee He 6blin onyb6aMKoBaHbl. [MPOBEPKY Ha OpUrK-
HaNbHOCTb PYKOMWUCK pefaKTopbl XypHana 6yayT ocy-
WeCTBAATb C NPUMEHeHMeM cucTeMbl «AHTullnarnat,
a TakXe nytem cBo604HOMO NOMCKa HEL4OOBPOCOBECTHbIX
3aMMCTBOBAHUM C MCNONb30BaHWEM O0O6LEA0CTYMNHbIX
NOUCKOBbIX CUCTEM. BMecTe ¢ Tem pefakumsa coxpaHsaeT
3a co60M NPaBO B WCKIOYUTENbHBIX Cly4asix pasme-
WaTb Ha CTpaHuUaXx XypHana pesynbraTbl YKe ony-
ONMKOBaHHbIX UCCNefOBaHWA KaK OTeYeCTBEHHbIX, TaK
N 3apybexHblx aBTOpoB. HEO6X0AMMOCTb 3TOr0 MOXET
OblTb NMPOAMKTOBAHA Ba)XHOCTbIO MOSYYEHHbIX AaHHbIX
N HEOBXOAMMOCTbIO MX pacnpoCTpPaHEeHUs cpean yyacT-
HUKOB NpPodeCCUOHaNbHOro coobLlecTBa.

3. MpeactaBneHne pPyKONUCU B CTPYKTYPUPOBAHHOM
Buge. s pyKonucen, coaeprKalimnx pesynsraTtbl Ucche-
[l0BaHWN, 0653aTe/IbHO Halnyne CTPYKTYPUPOBaHHOM
aHHoTauuKn (cM. cooTBeTcTBylOlWME «[lpaBuna U peKko-
MeHAaLUMW No NOAroTOBKE CTPYKTYPUMPOBAHHOM aHHOTa-
LUMKn»), a Takxe cneayowmx pasgenos: OBOCHOBAHUE,
METO/AbI, PE3YJIbTATbl, OBCYXAEHWE, 3AKJTHOYE-
HWE, UCTOYHUKN PUHAHCUPOBAHWA, KOHDJTUKT
MHTEPECOB, CIMMUCOK JIMTEPATYPbl, KOHTAKTHASA
MHPOPMALINA (Tabn. 1). Kaxkabii U3 pa3aenoB AO/MKeEH
ObITb MOAFOTOB/IEH C YYETOM HUMKEMNPUBEAEHHbIX PEKO-
MeHAaumn. MNpun oTCyTCTBUKM HEOOXOANMOWN MHDOPMaLUM
COOTBETCTBYIOWME MoApasaesbl MOryT 6biTb OCTaBEHbI
He3ano/IHEHHbIMU.

PA3bSACHEHUSA HEKOTOPbLIX BOMPOCOB

NOAroToBKU PYKONMUCH, COAEPKALLENA

PE3YJ/IbTATbl OPUTMHAJIbHOIO UCC/IEAOBAHUSA

I. HASBBAHUE CTATbU

HasBaHwWe cTaTby JOMKHO GbITb MOHATHLIM MO CMbICIY,
0[JHO3HaYHbIM B UCMONb3YEMbIX GOPMYIMPOBKAX U MO BO3-
MOMHOCTU KpaTKMM. Mbl peKoMeHAyeM aBTopaMm Mpu
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UHdopmauusa pns aBTopos

HanMcaHWM Ha3BaHUS PYKOMWUCKM OPUEHTMPOBATLCS Ha cre-

ZyloLlne NpUHLMNbI:

® yKasaTb Y4aCTHMKOB MccnefoBaHusa (340poBble, 60Sb-
Hbl€) NN U3y4aeMoe ABNEHHUE;

® OnpeaennTb U3y4aemoe BMeELIATeNbCTBO (B TOM 4ucne
chopMynMpoBaHHOE PETPOCMEKTUBHO);

e 00603Ha4YuTb MCXOAbl UCCNeaoBaHUA (KOHEYHbIn pe3yib-
TaT UccneaoBaHus, Ha noslydeHne KoToporo uccneaosa-
HWe 6bINo HaLEeNeHo);

e cdhopmynMpoBaTb NfaH (An3anH) uccnegoBaHns, otMeyas
Takue ero atpubyTbl, KaK BPEMEHHbIE XapaKTEPUCTUKM
(PETPOCnEeKTUBHOE, MPOCMNEKTUBHOE), MPUHLMM GOPMUPO-
BaHMWS rpynnbl UAW TPYMN CPaBHEHUS (PAaHAOMMW3UPOBAH-
HOe, MO TUNY CNyYak—KOHTPOb MK Ap.), Hanuyue rpynnbl
KOHTPONS (KOHTPONMPYEMOE, HEKOHTPONUPYEMOE).
HasBaHuWe pyKonucu He JO/MKHO copepaTtb abbpeBua-

TYp (BO3MOXHbl UCKITIOYEHUS).

Il. CTPYKTYPUPOBAHHAAl AHHOTALIUA

PasbsicHeHus cM. B danne «[lpaBuia U pekoMeHaaLnu
no nNpeAcTaB/IEHUIO aHHOTaUMM PYKOMUCEN, cofeprKallmx
pe3ynbTaTbl OPUTrMHANbHbIX UCCNEA0BAHUMN».

11l. OBOCHOBAHUE

Mpn HanncaHwuM 3TOro paszaena aBTopam peKoMeHayeTcs
UCXOAMUTb U3 CNeaytoWwmnx NPUHLUMNOB:
® KpaTKO onucaTb BaXHOCTb NPOGIEMbI:

a) ee MacwTtab (pacnpocTpaHeHHOCTb, 3aboneBae-

MOCTb 1 Np.);
6) onocpefgoBaHHble 3dPeKTbl (counasnbHble, 3KOHO-
MWUYECKHe);
® ONpPeaennTb PeLIEHHbIE N HEPELLEHHble acneKTbl Npobne-

Mbl C aHaNM30M paHee ony6/IMKOBAHHbIX AaHHbIX.

Mpun onpeaeneHnn maclwtaba v onocpefoBaHHbIX apdeK-
TOB aBTOPbl MOMYT UCXOAUTb M3 MPOLLUNbIX, TEKYLIMX W/WUn
NPOrHoO3upyemblx TeHaeHunn. Mpu dopmynmpoBaHun npes-
MOCbINOK aBTOpaM PEKOMEHAYETCH MCXOAUTb M3 mepap-
XMW [OKa3aTeNbHOro, OPUEHTUPYAChb, B MEPBYD ovepenb,
Ha pe3ynbTaTbl CUMCTEMATUYECKMX 0630pOB, Aanee — Ha
pe3ynbTaTbl PaHAOMW3MPOBAHHbIX UCCNEA0BAHWI UK KPyn-
HbIX 3MMAEMMWONIOTMYECKMX WCCNENOBaHUI, U TOMbKO MNpwu
OTCYTCTBUM TAKOBbIX — Ha pe3ynbTaTbl KBa3W3IKCNEPUMEH-
TaNbHbIX U HECPABHUTENbHbIX UCCNEA0BaHWUIA, MHEHME 3KC-
nepToB. MprUyemM BHUMaHUe JOMKHO ObiTb YAENEHO HE TONIbKO
YK€ M3BECTHbIM B pamMKax M3y4aemon npobnembl, HO Tak-
e W HepeleHHbIM BonpocaM. MMeHHO nocnegHue onpe-
[IensioT HOBM3HY MCCnefoBaHWs — K4eBoro daktopa,
Ha OCHOBAaHWW KOTOPOro NPUHWMAETCS pelleHre O Lieneco-
06pa3HOCTK AafibHENLWEr0 PAacCCMOTPEHNS pyKonucKu. Pasaen
OBOCHOBAHWE B 06s513aTenbHOM MnOpsiAKe [OMKEH OblTb
3aBeplUeH onpeaeneHnemM uenu uccnegoBanud. lMpu dop-
MYIMPOBaHUKN LIENIM PEKOMEHAYETCA MCMO/Ib30BaTb 3N1E€MEH-
Tbl MCCnefoBaTeNbCKOro BOMpoca, B YaCTHOCTM yKasaTb
a) uenesylo nonynauuio; 6) nnaHMpyeMoe BMmellaTenbCTBO
(ApY HanW4MKM TaKoBOrO); B) Haluyue rpynnbl CPaBHEHWUS;
r) oLueHUBaeMble UCXObl.

IV. METOAbl

B wnpeanbHom cnydae nogpobHoe onucaHue pasgena
JIONIYKHO GbITb BbIMOIHEHO €lLlle 0 NPOBEAEHMS UCCNeA0BaHUS.
OyeBMAHO, YTO MMEHHO 3Ta MHdOopmauMa onpenensieT xoa
nccneaoBaHus, yCnoBKUS ero NpoBeAeHUs 1 aHanusa nonyyae-
MbIX pe3ynbTaTtoB. McKnoyeHrne CoCTaBnsIoT NWLb Te AaHHbIE,
KOTOPbIE OMUCbIBAOT UBMEHEHMS B NPOTOKOJE UCCNefOBaHMS,
npousollellne yxe nocne ero Havana. MNpu Hannyunm Takom

Ta6nuua 1. 06a3aTeNbHble 31EMEHTbI PYKOMUCH, coaepKallen
pes3ynbTaThl UcCneaoBaHus

I. HASBAHME CTATbM

Il.  CTPYKTYPUPOBAHHAA AHHOTALILA

Ill. OBOCHOBAHME

IV. METOAbI
4.1. [m3aiH uccneaoBaHus
4.2. Kputepuu cooTBETCTBMUSA
4.3. Ycnous npoBeaeHus
4.4. TlpoaomKMUTENbHOCTb UCCNedOoBaHuUs
4.5. OnucaHve MeauLMHCKOro BMelaTenbcTBa
4.6. Wcxoabl MccnegoBaHusg
4.6.1. OcHOBHOW UCxoA4 UccnegoBaHMsa
4.6.2. [ononHUTENbHbIE UCXObl UCCIEA0BAHMUS
4.7. Ananua B nogrpynnax
4.8. MeToabl perucTpaLumm Mcxogos
4.9. 3Tuyeckas aKcnepTusa
4.10. CtaTUCTUYECKMI aHanm3
4.10.1. MpuHUMNbl pacyeTa pasmepa BbIGOPKK
4.10.2. MeToabl CTaTUCTUHECKOrO aHann3a AaHHbIX

V. PE3YJIbTAThHI
5.1. Y4yaCTHWKM UccnefoBaHUs
5.2.  OcHOBHble pe3ynbTaTbl UCCNef0BaHUS
5.3. [JononHutenbHble pe3ynbTaTbl UCCIEL0BaAHUS
5.4. HexenatenbHble SBAEHNS

VI. OBCYXAEHWE
6.1. Pe3toMe OCHOBHOro pesynbTaTta uccnefoBaHus
6.2. O6Ccy)aeHMe OCHOBHOMO peaynbrata UCCeaoBaHus
6.3. OrpaHuyeHus uccneaoBaHms

VII. 3AKJTIOHEHME

VII. MICTOYHNK PUHAHCHNPOBAHUA

IX. KOH®JIMKT MHTEPECOB

X. BbIPAYXEHME MPU3HATE/IbHOCTU

XI. CMINCOK JTUTEPATYPbI

XIl. KOHTAKTHAA UHOOPMALINA

MHPOPMaLMK HEOBXOAMMO OTMETUTb HE TONbKO cam daKT
M3MEHEHMM NPOTOKONA UCCNE0BaHMS, HO U €ro MPUYMHbI.

B camom o6Lem BMae pa3aen AONIKEH AaTb NpeacTaBe-
HME O TOM, KakMm Obin nMnaH (An3anH) uccnenoBaHus, Koro
W rae BKIKOYaNW B UCCnenoBaHune, ero NpoaoSIKUTENbHOCTb,
npeanonaraeMoe MeauLMHCKOe BMeLWaTenbCcTBO (Npu nna-
HWMPOBAHMU TAKOBOI0), KaK OLIEHWBaNUCh pe3ynbTaThbl UCChe-
[I0BaHWs, Kak NpoBepsaach runotesa uccneaoBaHms.

Bce nepeuyucneHHble HU}Ke noapasfesibl AOJIKHbI
ObITb NpejcTaB/ieHbl B TEKCTE PYKONUCU BHE 3aBUCUMO-
CTU OT TOr0, UMEETCHA /I Heo6xoaMmMas ANA UX 3anoJiHe-
HUSA UHPOpPMALUA UK HET.

4.1. ln3aiH uccnepoBaHus

ABTOpaM npeanaraetca oOnpeaenuTb NfAaH wuccneno-
BaHWA B COOTBETCTBMM C OJHUM M3 BO3MOXHbIX BapuaH-
ToB (Tabn. 2, 3). MuHumanbHoe TpeboBaHME — YyKasaTb,
ObiN0 X UCCNeAoBaHUEe KOHTPONMPYEMbIM (MPU Hann4mu
[IBYX 1 6onee 3aniiaHMpoBaHHbIX FPynm), U eciv OHO GbINo
TaKOBbIM, TO ABASNIOCH /I OHO PaHAOMU3UPOBAHHbIM.

Mpn onucaHuUM paHAOMW3UPOBAHHBLIX MCCEeA0BaHUN
aBTopaM crefyeT NpuaepKMBaTbCA CTaHAapToB npea-
CTaBfieHUSA pe3ynbTaToB PaHAOMMU3MPOBAHHBLIX KOHTPOU-
pyembix uccnegosaHu (CONSORT; http://www.consort-
statement.org/consort-2010).

KoHTponvpyemble HepaHAOMU3WPOBAHHbIE MCCen0oBa-
HWS HE06X0AMMO COMPOBOANTb [IeTalbHbIM OMUCAHUEM MPO-



Leaypbl pacnpeneneHuns (BKIOYEHUS) Yy4aCcTHUMKOB Wcche-
[OBaHMA B cpaBHWBaeMble rpynnbl. [1pn 3ToM HEO6XO0AMMO
YTOYHUTb, MPOUCXOAWIO NN BKAOYEHME B rpynnbl napan-
nenbHo, nocnegoBaTenbHO, MGO rpynnbl GOPMUPOBANIUCH
PETPOCMNEKTUBHO (B C/ly4ae MCNOMb30BaHUSA MCTOPUYECKOIO
KOHTPONS PETPOCMNEKTUBHO MoOrna GpopmMMpoBaThbCs TOSbKO
ofHa 13 rpynn).

B HacTosilwem nogpasaene JoMKHbl 6blTb OnucaHbl Bce
U3MEHEeHUs nnaHa MccneaoBaHWs, Mpou3ollelne nocne
ero Havana. B yacTHOCTH, peyb MOXET NATN 06 U3MEHEHUU
niiaHa uccneaoBaHUs — OT KOHTPOJIMPYEMOIO K HEKOHTPO-
NIMPyEMOMY BapUWaHTy, MM HAao60pOT.

4.2. Kputepuu cooTBeTCTBUSA

Hanunune nHdopmaumn o KpUTEPUAX COOTBETCTBUS YCI0-
BUSAM MCCeAoBaHUA (KPUTEPUM BRIOYEHUS, HEBKIIIOYEHNS,
WUCK/TIOYEHUS) HEOBXOAMMO IS MOSIYHYEHWS YETKOro npeg-
CTaBNeHns 0 BHellHen 0606W,aeMOCTH BbIBOJOB UCC/IEe0Ba-
HUSL ¥ BO3MOKHOCTU MX MPUMEHEHHS, HampuMmep, B 06blY-
HOWM KJIMHUYECKOM MpaKTUKe.

Heo6xoanmo nogpo6HO NePeYncnnTb 1 NP Heo6XxoaNMO-
CTW OxapaKTepu3oBaTb (Hanpumep, ykasaB MoporoBble 3Ha-
YEHUS AN KONMYECTBEHHbIX MPU3HAKOB) NPEABAPUTENLHO (40
Havana muccnegoBaHus) cOPMYIMPOBAHHbBIE KPUTEPHUM BKIO-
YeHWs U HEBKIIIOYEHUS B MccneaoBaHue. YKasaHHble rpynmbi
KpWUTEPMEB He AO0MKHbI Ay6nnpoBaTb Apyr Apyra. Hanpumep,
€C/NIM B KayecTBe KpUTEPUS BKIIOYEHMS YNOMUHAETCH «BO3-
pact 7—12 net», To He cneayeT B Ka4eCcTBE KPUTEPUS HEBKJTIO-
YeHus B UccnefoBaHue NpuMBOANTL «BO3pacT < 7 U > 12 net».

B KayecTBe KpuTepureB COOTBETCTBUA MOIyT GUrypupo-
BaTb HE TONIbKO COLMasbHO-AeMorpaduyeckme u KivHu4e-

CKMe daKTopbl, HO TaKXe W OpraHuM3alLMOHHble YC/OBUS,
B KOTOPbIX MPOBOAMNOCHL UCCNeaoBaHWe (HanpuMmep, BKIoYe-
HWEe B MCCeaoBaHMe TOMbKO roCnUTann3npyemMbix 60MbHbIX,
WY TONbKO 60/bHbIX AHEBHbIX CTALMOHAPOB, WK yYalLMUXCS,
HO TONIbKO B X0A€e 06pa30BaTe/lbHOro npoLecca 1 T.4.).

YacTo npuxoauTcsi CTanKUMBaTbCs C TeM, H4TO aBTOPbI
He YKa3blBalOT HEKOTOPbIE KPUTEPUU COOTBETCTBUS HA OCHO-
BaHWM COOBCTBEHHOrO y6eXaeHnst 06 MX HeCyL,eCTBEHHOCTH.
Hanpumep, B vMccnegoBaHMe MOryT BKIOYaTb NaLMEHTOB,
rocnutannavMpyembix B OyAHW, HO, MO OPraHU3aLMOHHbBIM
npuYnHam, He BKIOYaAs TeX, KTO Obla rocnuTanM3npoBaH
B BbIXOAHblIE WM MNpa3fgHuYHble OHW. [MaBHOW MPUYMHOM
HEO0B6X0AMMOCTM YNOMUHAHUSA 3TOr0 KpUTepus (paBHO Kak
1 NoAoGHbIX eMy) ABNSETCSA TOT GaKT, YTO Mbl MOXKEM HUYEro
He 3HaTb O ero 3Ha4yMmocTu. Ecnu e 3HavyeHue 3Toro mau
noao6HbIX GaKTopoB B nocneayowem 6yaet NoATBEPKAEHO,
3TO CepPbEe3HO OrpaHMYnUT 06061aeMOCTb BbIBOAOB UCCNEN0-
BaHWSA, O YEM FOBOPUIOCH Bhille. B aTon cBA3K Kenatesib-
HO pasrpaHWynTb npeaBapuTenbHO cHOPMYIMPOBaHHbIE
N CUTyaUMOHHble (MPUMEHEHWE KOTOPbIX 6bIN0 06YCNOBNIEHO
peanbHbIMU YCNOBUAMM NPOBEAEHMSA UCCNEA0BaHUS) KpuTe-
pUU COOTBETCTBUS.

Kputepuun cooTBETCTBUSA AOMKHbI ObiTh JOMOMHEHbI OMNK-
CaHWEeM KpWUTEepUEeB WCKIIOYEHWUS W3 UcceaoBaHua (Npu
HaNM4YMK TaKoBbIX, CHOOPMYTMPOBAHHbIX KaK NpeaBapuTesb-
HO, TaK Y MPUMEHEHHbIX CUTYaLIMOHHO).

4.3. YcnoBus npoBeeHus

O4yeBUOHO, 4YTO pe3ynbTaThl WMCCNENOBaHMUA BO MHO-
rOM 3aBMUCAT OT YCNOBWMW ero nposeaeHus. B aTon cBs3u
aBTopaM Heob6xoAMMO MpeaocTaBUTb MOAPOOGHYKD MHOOP-

Ta6nuua 2. HeKoTopble TUMbl HEPaHLOMU3UPOBAHHbIX UCCNEA0BaHUM, UCMONb3YEMbIX ANS OLEHKU 3DdEKTOB MEeAULIMHCKMX BMeLLaTeNbCTB

Tun uccnepoBaHus

XapaKTtepucTMKa uccnefgoBaHus

HepaHaomusupoBaHHoe
KOHTpONIMpyeMoe 1ccnesoBaHue,
B T.4. KBa3MpaHaoMHU3UpPoOBaHHOE
uccnefoBaHue

JKcneprMeEHTabHOE UCCejoBaHue, NP KOTOPOM CyGbEKTbl UCCleoBaHUs PacnpeaensioTcs
B rpynmbl C Pas3nn4yHbLIMU BUAaMKU BMeELLATEIbCTBA (IKCNepUMeHTaNbHoe, NpobunakTuieckoe
WK TepaneBTUYECKOoe) COrNacHo NpeaBapuTebHO onpeaeneHHbIM KpUTepuam

KoHTponupyemoe uccnegosaHme

McecnepoBaHue, Npu KOTOPOM CyGbEKTLI UCCNef0BaHUS NPOXoAAT obcnefoBaHMe BHavane
1 N0 3aBepLIEHUN UCCNef0BaHMS, KaK B OMbITHOW rpynne, Kotopas noaBepraeTcs
BMeLlaTeNbCTBY, TaK M B KOHTPONLHOM rpynne (y4acTHUKM 6e3 BMellaTenbeTBa)

HeKoHTponupyemoe uccneaoBaHue
C NpepBaHHbIM BPEMEHHbLIM PSAOM
(Interrupted time series study)

MccnepoBaHve npegycmaTpuMBaEeT HECKONbKO M3MEPEHM A0 M NOC/e BMeLWaTeNbCTBa,
4TO 06bIYHO NPUBOAMUT K 6onee JOCTOBEPHbLIM pe3y/brataM, YeM 6osiee NPOCTON niaH
ncenefoBaHus ¢ aHaan3om go—nocne

MccnegoBaHue ¢ UCTOPUYECKUM
KOHTponem

MccnepgoBaHume, Npy KOTOPOM pe3ynbTaTbl OMbITHOW Fpynmnbl (HanpuMmep, noasepriimecs
BMeLlaTeNnbCTBY) CPaBHUBAIOTCSA C pe3y/ibTaTaMi aHanorMyHbix HabtoAeHUI KOHTPOIbHOM
rpynnbl, HO 6€3 BMelaTenbCTBa U COCTaBIEHHON Ha OCHOBE MPOLWJIbIX (PETPOCNEKTUBHbIX)
OaHHbIX (HaNpPUMepP, KOHTPOJb MO apXMBHOM CTAaTUCTUKE)

KoropTtHoe nccnegoBaHune

MccnepoBaHue, B Xoe KOTOPOro onpeaeneHHas rpynna aiogen (Koropta) HaxoauTcs noa
HabnoaeHWEM B TEHYEHWE [10/ITOr0 BPEMEHM, HTOGLI U3YHUTb CBSA3b MEXAY Pa3nyYHbIMM
BO34ENCTBUAMMU U KIMHUYECKMMM UCXOAaMK. B NpoCcneKTUBHOM KOrOPTHOM UCCnefoBaHMK
KOropTy COCTaBSOT B HACTOSILLEM M HabnoaaloT ee B GyayleM. B peTpocneKTMBHOM

(MM NCTOPUYECKOM) KOFTOPTHOM MCCNe0BaHUM KOropTy NoAGMpatoT No apxXMBHbIM 3anucam
1 MPOCNEXMBAIOT UCXO/bl/PE3YNbTaThbl C TOr0O MOMEHTA MO HacTosiLLee BpemMs

WccnepgoBaHue cnyyam—KOHTPOb

B vccnenoBaHmu cnyyai—KOHTPOSb CPaBHUBAIOT JIIOAEN C ONPeaeNeHHbIM 3a60oneBaHnem

WK “cxoaamu (cnyvan) ¢ NoAbMKU U3 3TOM Ke MONyNAaLMK, He CTpajatoMMm JaHHbIM
3a60/1eBaHNEM, WM Y KOTOPbIX HE HaboAancs JaHHbIA UCXO/ (KOHTPOSIb), C LIE/bio BbIABIEHUS
CBAI3M MEX[Y MCXO0M W MPe/LIEeCTBYIOLMM BO3AENCTBUEM OnpeesieHHbIX GaKTOPOB pUcKa.
3TOT NNaH uccnefoBaHns NPUMEHUM, HanpuMep, B clydae pefKoro 3abonesaHuna unn ucxosa

MepeKpecTHoe uccneaoBaHue

McecnepoBaHve, B KOTOPOM aHanM3WpyemMble JaHHbIe (KaK OCHOBHOM, TaK W rpynmbl KOHTPONS)
COOTBETCTBYIOT ONpeAeNeEHHOMY MOMEHTY BPEMEHU

WccnepgoBaHue cepun cnyvyaes

McecnepoBaHWe 04HOrO M TOTO e BMeLlaTeNbCTBa, BO34eNCTBUS GpaKTopa pUCKa UK UHbIX
M3y4yaeMblx ABMEHUIN Yy OTAENbHbIX NOCNef0BaTeIbHO BKIOYEHHbIX UL, 6€3 rpynmbl KOHTPONS

1

BHelwHas o6o6lwaemocTb (aHrn. generalizability) — BO3MOXHOCTb pacnpocTpaHeHWs BbIBOAOB UCCefOBaHUA Ha LieNeBylo Nonynsuumio:

Hanpumep, Ha Bcex 60/1bHbIX C TOYHO TAKUM Xe JMarHo30M, KaK 1y NauMeHToB, BKIIIOYEHHbIX B UCCNIef0BaHMeE.

i

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 3



UHdopmauusa pns aBTopos

Ta6nuua 3. XapaKTepucTUKK UCCnefoBaHWI C Pa3HbiM N1aHOM U3y4yeHust aGHEeKTOB MEAULIMHCKOTrO BMellaTenbeTBa

| PKU | KPKU | HPKH | Knan | MUK | PUK | UKH | KUCK | UCK | nmu | KUC | Ucc
Bbi/10 1M cpaBHEHHE:
Mexay aAByms 1 6onee
rpynnamu y4acTHUKOB
+ + + + + + + + + + - -
nccnefoBaHns ¢ pasnyHbIM
BMellaTesibCTBOM?
Mexay cy6beKkTamu OgHON
rpynnbl 3a Nepuos +/- +/- - + - - - - - - + -
nceneaoBaHna?
Mo KaKkomy Npu3HaKy CyObEKTbI HCC/Ie0BaHHUs GblIM pacnpejeseHbl Mo rpynnam:
CoKpblTas paHaoMU3auma? + - - - - - - - - - HN HM
PacnpeneneHve Ha oCHOBaHUKU
- + - - - - - - - - HN HM
3afaHHbIX KpUTEPUEB?
B cootBeTCTBMM C rMMK
Apy! R - + +/- - - - - - - HN HM
OCHOBaHUAMK?
Bospact? - - - - - - + - - - HN HM
TeppuTopnanbHas
Pp1TOD - - +/- +/- +/- +/- +/- HM HM HM HM HM
NPUHAANEXHOCTL?
Bbi6op cnoco6a neveHns? - - - +/- +/- +/- - - - +/- HN HM
YenaHwe y4acTHUKOB? - - - +/- +/- +/- - - - +/- HM HN
Ha ocHoBaHWK HEKMX UCXOL0B? - - - - - - - + + +/- HN HM
Kakue atanbl ucciepgoBaHmns 6b1/1M MPOCNEKTUBHbLIMM:
OT160p Cy6BLEKTOB
pey + + + +/- + - +/-* + - - +/- +/-
nceneaoBaHua?
OLeHKa NCXOLHOMO COCTOSHUSA
W pacnpegefieHue B rpynnbl + + + +/- + - +/-* + - - HN HM
BMellaTenbeTea?
OueHKa pesynbratoB? + + + +/- + +/- +/- + - - +/- +/-
dopmynmpoBaHue runoTesbl? + + + + + + + + +/- +/- +/- HN
C yyeTOM KaKux nepemMeHHbIX OLeHMBaiacb COMOCTaBMMOCTb rpynn:
BmelunBatowmecs daktopbl
(daKTOpbI, CBA3aHHbIE +/- +/- +/- +/- +/- +/- +/- +/- +/- +/- - HM
C OLleHMBaeMbIMU Ucxohamu)?
OueHKa pasnuyni rpynn
HeHKa p Py A A YA + - | o+ | 4/ - - - - HI
Ha cTapTe uccnefoBaHusa?
lpumedaHue. (+) — AaHHas XapaKTepUCTUKa OTIMYaeT 3TOT NaH UCcCcefoBaHus, (-) — AaHHas xapaKTepucTUKa He ABNAETCH OT/IMYUTENIbHbIM

NPU3HAKOM 3TOrO MaaHa UccneaoBaHus, (+/-) — OAHO3HAYHO OLLEHWTb 3HAYEHWe 3TON XapaKTEPUCTUKM AN onpefeneHns nnaHa
1ccnefoBaHus He NPeAcTaBASeTCs BO3MOMXHBIM, (HM) — AaHHas XapaKTepUCTUKa He NpUMeHUMa Ans onpefeneHns nnaHa ucciefoBaHus.
PKW — paHzomu3vpoBaHHOe KOHTponupyemoe uccnegosanme, KPKM — KBasupaHaoMUM3MpOBaHHOE KOHTPOIMPYEMOE UCCNef0BaHUeE,
HPKWN — HepaHfoMM3upoBaHHOE KOHTponunpyemoe nccnegosanune, KUAIM — KoHTponupyemoe nccnegoBaHme ¢ HabnogeHneM 4o Havana
1 nocne OKoHYaHua (MccnepoBanus), MUK — npocnexkTMBHOE UccnefoBaHne Koroptel, PUK — peTpocneKTrBHOE UccnefoBaHne KoropThl,
MKW — nctopuyeckun KoHTponunpyemoe nccnegosanune, KUCK — koropTtHoe (BNOXeHHoe) uccnefoBaHue tMna cnydyan—kKoHTponb, MICK —
1ccnegoBaHue cny4ali—KoHTponb, MU — nepekpecTHoe uccnegoBaHue, KUC — KOHTPOb MCXOAHOMO COCTOSIHUSA (MCCnefoBaHue ¢ M1aHoOM

no—nocne), NCC — nccnegoBaHne cepun cnyvaes.

MaLMIO O MecTe MPOBEAEHUs WCCNefoBaHUs (CTauuoHap,
NONIMK/INHUKA, OETCKMe oblieobpal3oBaTtefibHble Unu cre-
LMann3npOBaHHbIE YYPEXAEHUS, HEopraHM3oBaHHOE AeT-
CKOE HacefleHWe U Mp.) ¢ yKa3aHMEM HaCeNeHHOro MyHKTa
M BEAOMCTBEHHOW MPWHAA/IEXHOCTU LIEHTPa, y4acTBOBaB-
wero B umccnegoBaHuu. lpu npoBeAeHUMM UCCneaoBaHuUs
Ha 6a3e HEeCKO/IbKMX LLEeHTPOB onMcaHue AOMKHO OblTb Npe-
[I0CTaB/IEHO NO KaXAoMy M3 HWUX. Hapsay ¢ mecTom npoBeje-
HUS MCccneaoBaHMa aBTopam HEOOXOAMMO AaTb Pa3bsCHEHUS
OTHOCMUTE/IbHO KaKUX-1M60 cneundrnyecknx GakTopoB (Couum-
albHbIX, 93KOHOMMWYECKMX, KYNbTYPHbIX), CMOCOBGHbLIX MOB/K-
ATb Ha BHELHO 0606LaeMOCTb BbIBOJOB UCCNEeA0BaHUS.
K HMM MOXHO OTHECTM yyacTMe B WCCNeAoBaHuUK aeTew

M3 ManoobecneyvyeHHbIX ceMen, ageten ¢ He6naronpusaTHbIM
couManbHbIM OKPYXKEHMEM, U3 PENUTUO3HbIX OOLLMH U Mp.

4.4. NMpoaonKUTEeNbHOCTb UCCNIeOBaHUSA

O653aTe/bHbIM YCIOBUEM OMUCaAHUA pPe3ynbTaToB Mpo-
CMNEKTUBHOrO UccneaoBaHus SABASETCA NpeacTaBneHne AaH-
HbIX @) O 3aniiaHMPOBaAHHOW MPOAOIKUTENBHOCTU Nepuoaa
BKJIIOYEHUS B UccneaoBaHue; 6) NPoA0MKUTENbHOCTU Nepu-
oja HabnoaeHus; B) C ONMCaHMEM BCEX MPOMEMYTOYHbIX
KOHTPOJIbHbIX TOYEK.

B cnyyae ecnu B Xxoae MccneaoBaHUs NpoM30LLIIo cMelle-
HWe 3anaHUPOBaHHbIX BPEMEHHbIX UHTEPBANOB, 3TOT haKT
cneayeT OTMETUTb.




Ona peTpoCneKTUBHbLIX WCCNeAO0BaHWM YyKa3biBaeTcs
nepuoa peTpocneKLmm.

4.5. OnMcaHue MeJULUHCKOro BMellaTe/ibCcTBa

OnucaHwue nccneayeMoro MeanLMHCKOro BMellaTenbcTBa
[JOKHO GblTb BbINOJIHEHO MaKcMMasbHO Noapo6Ho. Cneayet
onucaTb 3annaHUPOBaHHbIE K MPUMEHEHUIO A03bl, PEXUM UX
TUTPaLMK, CNOCcoBbl BBEAEHUS, CPOKM Havyana v NpoaosIKu-
TeNbHOCTb MEMLIMHCKOro BMeLIATeNbCTBA, YC/I0BUS ero npe-
KpaweHus. Insg Xmpypruieckmnx BmellaTenbCTB ONUcbiBatoTes
0COBGEHHOCTH NpeaonepaLMoHHON NOAroTOBKM, COOGCTBEHHO
onepauuu, BKIto4Yas 06e3601nMBaHME 1M NocneonepaLuoHHoe
BeaeHue 60MbHbIX. Bce M3MeHeHUs B 3aniaHMpPoOBaHHOM Cxe-
Me MeMLMHCKOro BmellaTenbCcTBa, Npou3oLle/lie B xoae
nccneaoBaHus, OMKHbI 6bITb OMMUCaHbI.

YKasaHUs Ha «CTaHAapTHylO Tepanwuio», NPOBOAMMYIO
B paMKax 0OblYHOW KIMHUYECKOW MPaKTUKK, He AOCTAaTO4HO.
OaHaKo aetanbHOE onMcaHne ocobeHHOCTeN nevYeHnsa 60/b-
HbIX (C pe3ynbTaTamu CTaTUCTMYECKOro aHanM3a B CPaBHMU-
BaeMbIX rpynnax) AO/MKHO ObiTb NMpeacTaB/eHO B pasfene
PE3YJILTATHI.

4.6. Ucxopbl uccnengoBaHua

4.6.1. OCHOBHOM Ucxog uccregoBaHus

OCHOBHbIM MCXOA0M ABNAETCA NpeaBapuTenbHO BbliGpaH-
HbI U1 B KOHEYHOM WTOre yCTaHOBNEHHbIN pe3ynbraT uccne-
[I0BaHWUS, BO3HMKAIOLWNIA OT BO3AENCTBUSA MEAULIMHCKOIO UK
WHOrO BMellaTenbCcTBa, BO3AeNcTBMA daKTopa pucKa v T.A.
B 3aBMCMMOCTM OT YCNOBUI MCXOJaMMU UCCNefoBaHWUS MOryT
ObITb KaK Hanbonee CyLLeCTBEHHbIE AN U3y4aeMor NpobiemMbl
(Hanpumep, YUCNo NeTanbHbIX MCXOA0B 60NE3HM), TAK U Cyppo-
raTHble, XapaKTepuayloline MHble (4acTo, BTOPOCTEMNEHHbIE)
ee CBoWCTBa (HanpuMmep, KONMYECTBO NENKOLIMTOB B eAMHULE
o6beMa KpOBM KaK MapKep BocnaneHus). MNpuHumMn «0gHO
uccnegoBaHne — oAHa runote3a — OJMH OCHOBHOW MCXOA»
ABNAETCH 0OOCHOBAHHbLIM, OOLIENPUHATHIM U B 3TOM CBA3M
JIONIKEH OblTb B3AT 3@ OCHOBY KaK Npu niaHMpoBaHWW Uccne-
[IOBaHUS, TaK U NpPU OMUcaHUK ero pesynsratoB. OCHOBHOM
MUCXO[l MCCNEeAOBaHWS MOMET XapaKTepu3oBaTb He TOJbKO
3hDEKTUBHOCTb MEAMLIMHCKOro BMeLWaTenbcTBa. B paae cny-
yae B 3TOM KayecTBe paccMaTpuBaeTCsi KpuTepuin ero 6e3-
onacHoctM. 1 B TOM ¥ B [pyrom cry4ae OCHOBHOW WCXOA
ncenefoBaHUs AOMKEH ObiTb OMUCaH npeaenbHO KOHKPETHO
W HeaABYCMbICNeHHO. CneayeT 06aBUTb, YTO OXMWAAeMble AaH-
Hble MO OCHOBHOMY MCXO[ly UCCNeA0BaHUS UCMONb3YOTCa As
pacyeTa o6bema BbIGOPKM, AOCTATOYHOrO AN AOCTUMEHMUS
3a/]JaHHOM MOLLHOCTM CTATUCTUYECKMX KPUTEPUEB MPUMEHSsIe-
MOrO ANsl MPOBEPKM rMnoTesbl UccneaoBaHus.

4.6.2. JonosHuTEeIbHbIE UCXOAbI UCC/IeJOBaHUS

[ONONHUTENBHBIMW UCXOAAMU SIBASIOTCA pPe3yNbTaThl
nccnegoBaHus, MO3BONSIOWME MPOaHanM3npoBaTb Apyrue
ahOdEKTbl UM MEXaHU3Mbl [ENCTBUA MEAULMHCKOro BMe-
watenbcTBa. Hanpumep, B KayecTBE OCHOBHOIO Mcxoaa
nceneaoBaHus MOXET OblTb BbiOpaHa KIMHUMYECKan xapaKkTe-
pUCTMKa 601e3HU, OTHOCKMMAas K TaK Ha3blBaeMbIM TBEPAbIM
KOHEYHbIM TOYKaM (Ciyyan CMepTH, Pas3BUTUS KUBHEYrpo-
alowux 3aboneBaHui, TSXENbIX OCN0XHeHWH). OaHoBpe-
MEHHO B KayecTBe [AOMOMHWUTENbHOIO MCxoda MOryT ObiTb
3anfaHMpoBaHbl (M MpeAcTaB/ieHbl B PYKOMUCK) OLEHKa
KayecTBa MM3HW OOJIbHbIX; OUMOXMMUYECKUI MNOoKalaTenb,
MCNOSIb3YEMbIN B KIIMHUYECKON MPaKTUKe A1 MOHUTOPUHra
TeyeHus 60Ne3HKU; Apyron nokasaTenb, LenecoobpasHoCTb
NPUMEHEHUSI KOTOPOTO 151 OLIEHKM 3bdEKTOB BMellaTeNb-
cTBa TONbKO M3y4yaeTcsl. KaK M OCHOBHble, [OMOSIHUTENb-

Hble UCXO/Ibl UCCefoBaHUA JO/MKHbI 6biTh NPeaBapUTENbHO
(mo Havana uccnegosaHusa) chopmynuposaHbl. Konnyectso
JOMOJHUTENbHbIX MCXO[0B UCCEeJ0BaHNUS ECTKO He perna-
MEHTUPYETCH, O[JHAKO aBTOpaM ClieflyeT NPUHATL BO BHUMa-
HWE, YTO, MO 3apPyBEMHbIM JaHHBLIM, YACNO AOMONHUTENbHbIX
MCXOZI0B B OIHOM WCCNEA0BaHWKM 4acTo BapbUpyeT B npejae-
nax oT ABYX [10 YETbIPEX.

4.7. AHanu3 B nogrpynnax

MpoBoanTCA NpM HEO6XOAMMOCTU OLEHKU 3bdeKTOB
MEAMLMHCKOro BMellaTe/bCcTBa WKW BAMAHUA MHbIX daK-
TOPOB B Pas/iMyHbIX NoArpynnax, ChGopMMUPOBaHHbIX C yye-
TOM NoJsia, BO3pacTa, KIMHUYECKUX U UHbIX XapaKTEPUCTHK.
B ngeanbHoM criydyae nepeyvyeHb KpUTepues, UCMOMb3yeMblX
ans dGopmMuMpoBaHUsa Noarpynn, Jo/XeH ObiTb a) onpeaeneH
elle 0 Havana uccnefoBaHus u 6) 6biTb 060CHOBAHHbLIM.
OfHaKo fjaxe npu Takom CTPOrom noaxofe aHanus adodek-
TOB BMeLaTenbCcTBa B NOArpynnax ABnfgeTcd UCTOYHUKOM
cucTeMaTM4eCKOM OWNBKK. B faHHOM noapasaene aBTopam
peKoMeHayeTCs onucaTb KpUTEPUK, Ha OCHOBaHWM KOTOPbIX
6yayT cbopMMpOBaHbl MOArPynnbl, B KOTOPbIX 6yAeT npo-
BOAUTLCA AOMONHUTENbHBIM aHanna, Hanpumep, adbeKToB
BMellaTenbcTBa. Henare/ibHO COnpoBOAUTL 3Ty MHbOpPMa-
LIMIO CCbITKaMK Ha [aHHble nuTepaTtypbl, MOATBEpPAaloLme
060CHOBAHHOCTb MPOBEAEHMA TAKOro aHanunsa.

4.8. MeToabl peructTpawum MCxXoa0B

Heob6xoaumo onucaTb BCe METOAbl U WMHCTPYMEHTHI,
npMMEHsBWIMECS AN Perncrpaunnm OCHOBHbIX M A0NO0J-
HUTENbHbIX MCXO4OB WccnepoBaHuda. lpuyem onucaHue
JOMKHO ObITb MpeaMeTHbIM, TO €CTb B MPUBA3KE K KOH-
KpeTHOMYy ucxody mccneposanus. LLIMPOKO ucnonb3yemble
MeToAbl U MHCTPYMEHTbI AOCTAaTOYHO YNOMSHYTb, OTMETHMB,
KTO, B KaKWe CPOKM M B KaKUX YCMOBMUAX WX MPUMEHS.
NcnonHutenssmm Moryt 6biTb HE TOJ/IbKO COaBTOPblI PYKO-
MUCKU, HO TaKKe M 3aKOHTPaAKTOBaHHble BHELIHWE COWUC-
NONTHUTENN, a TaKXKe nabopaTtopuun (He3aBUCUMO OT GOpPMbI
CO6CTBEHHOCTH). MeTOobl U MUHCTPYMEHTI, O JOCTOBEPHOCTH
KOTOPbIX MHPOPMaLMKU HET (OpUrMHaNbHas MeToaAnKa) Uu
ee HeoCTaToO4YHO (aKCNnepuMeHTanbHas METOANKA), OMUCHI-
BatoTca 6onee Nnogpo6Ho. MNpu HanU4YMKn Takom MHPopMaLmn
enaTesibHO NPUBECTU CChUIKY Ha NTMTEPaTYPHbIM UCTOYHUK,
B KOTOPOM [OCTOBEPHOCTb METoAa WM UHCTPYMEHTa YxKe
nposepsnacb. [NPUMEHUMOCTb OPUrMHaNbHbLIX (aBTOPCKMX)
METOA0B W WMHCTPYMEHTOB AO/KHA OblTb NOATBEPXAEHA
(ecnu He gBAAETCHA LENbio MCCNefoBaHMS) KPaTKUM OMu-
CaHMeM MX 4YyBCTBUTENbHOCTM, a TaKXe BOCMPOU3BOAM-
MOCTW pe3ynbTaTtoB U3MepeHun. MogobHyto MHbopmaumto
XenaTeNbHO MNpeacTaBuTb U NpU onpeaeieHnn UCxonos
nccnefoBaHUA Ha OCHOBaHUKM CYObEKTUBHbLIX (BpayebHblX,
3KCMNEPTHbIX) OLLEHOK.

Pa6oTbl, B KOTOPbIX OLEHKa OCHOBHbIX MCXOAO0B
uccnegoBaHus NpoBoauiacb ¢ NPUMEHEHUeM HeBau-
AVUPOBaHHbIX OPUIrUHAJIbHBIX METOAOB U UHCTPYMEHTOB,
peaaKuuen He paccMaTpUBaloOTCA.

4.9. 3THyecKan aKkcnepTusa

B cooTBeTcTBMM C pekoMeHaaumamn BecemmnpHon acco-
umMaumm MeamumnHekmx pegaktopos (The World Association
of Medical Editors, WAME), «nepea npoBeaeHWeM BCex
nccnefoBaHWM Ha NoASX, a TaKXKe uccneaoBaHui, nogpasy-
MeBaloLINX PaboTy C UCTOPUSAMMU BONE3HU U TKAHAMMU Yeno-
BEYECKOro opraHuama, tpebyeTtca MNoayyYnTtb MUCbMEHHOE
NOATBEPKAEHNE O NPOBEPKE M pa3peLleHnn ncecneaoBaHus
opuLUManbHO cHOPMUPOBAHHBIM KOHTPOSbHBIM KOMWUTE-
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TOM (YYPErKAEHYECKUM KOHTPOJIbHbIM COBET UMM 3TUYECKUM
KOMUTET). «...» Ecnn uccnepoBaHne He MOANEXUT Moao6-
HOM OLIEHKe, Heo6Xx0AMMO MNOATBEPXKAEHWE 3TOr0 COOT-
BETCTBYIOWMM KOMUTETOM». Crieays 3TUM peKOMeHAaumamMm,
aBTopaMm B 0653aTe/1IbHOM ropsAKe Heo6Xx0aMMO npeaocTa-
BUTb MHDOPMAaLIMIO O pe3ynbTaTax MPOBEPKM MPOTOKoNa
nccneaoBaHUs 3TUYECKMM KOMUTETOM JIt0B0Oro YpOBHS: a)
npouUMTUPOBAB B AaHHOM Noapasjaene ero 3akiyeHue; 6)
yKa3aB HOMep AOKYMEeHTa; B) AaTy ero noanucaHus, a Tak-
e r) odnymanbHoe HaMMeHOBaHWe 3TUHECKOro KomuTeTa.
Pepakums xypHana octaBnseT 3a cob6on npaBo notpebdo-
BaTb OT aBTOPOB PYKOMUCK NPeAoCTaBUTb KOMUIO 3aKitoye-
HUS 3TUYECKOro KOMWUTETA O pa3pelleHnn Ha npoBefeHue
ncenegoBaHus.

4.10. CtaTUCTU4ECKUIA aHaNU3
4.10.1. MpuHUKNbI pacyeTa pa3mMepa BbIOOPKHU
Heob6xoanmocTb pacyeTa pa3mepa BbIGOPKKU (KaK ans
CpaBHUTENbHbIX, TaK U HECpPaBHUTENbHbIX WCCAef0BaHWM)
NPOAMKTOBaHA Hay4HbIMW, 3TUYECKUMWU U DUHAHCOBLIMHU
coobpaxkeHnsaMn. BmecTe ¢ TeM MOXKHO KOHCTaTMPOBaTb, YTO
POCCUIWCKME nccnefoBaTenun peako npuberaioT K aToMy ane-
MEHTY NiaHupoBaHuUs. PefaKuums KypHana NnpocuT aBTOPOB:
° o4po6HO onucaTb Npoueaypy pacyeTa pasmepa BblI6op-
KW; UK
® npeactaBuMTb WMHOE OGOCHOBaHME pa3Mepa BbIGOPKU
(ecnu TakoBOE UMEETCH); UK
® yKasaTb, YTO pa3mep BbIGOPKK NpeaBapuUTEbHO He pac-
CUYMUTbIBAsCS.

4.10.2. MeToabl CTaTUCTUYECKOIro aHa/In3a AaHHbIX
B pekomeHaauunsax WAME o6Wui NpUHLKMN ONUCaHUs 3T0-
ro nogpasaena onpenenex cneaytowmnm obpasom: «OnuimTe

CTaTUCTMYECKME METOAbl TaK NoApo6HO, 4TOGbl MOArOTOB-

JIEHHbIA YuTaTeNb NPU HaIMYUMK AOCTyNa K UCXOAHbIM AaH-

HbIM CMOT 6bl OLEHUTb UX MPUrOAHOCTb AN pelleHus 3aja4

nccnenoBaHUs U NPOBEPUTb NPeaCcTaBeHHbIe Pe3ynbTaTbl».
Mpn onncaHumK 3TOro Noapasaena aBTopam HeO6X0AMMO:

e  OTMETUTb GpopmaT NpeacTaBNEeHUS KONMYECTBEHHbIX AaH-
HbIX: cpeaHee apudMeTMyecKoe (CTaHAapTHOE OTKIOHe-
HKWe), MeanaHa (25; 75-v npoueHTunun), 95% noseputenb-
HbIM MHTEPBaN U T.4.;

e onucaTb CTAaTUCTUYECKUE KPUTEPWUWU, UCMONb30BaHHbIE
npwv aHanun3e AaHHbIX, YETKO ONpeaenmB, Kakne KpUTepmm
NPUMEHANNCHL AN aHaNnM3a KOIMYECTBEHHbIX, Kakue —
NS aHaNn3a KayeCTBEHHbIX IaHHbIX, KaKne — ang aHa-
/In3a 3HAYEHUIN UCXOAHbIX XapaKTepPUCTUK, a Kakue —
[N aHanu3a Ux MU3MEeHEeHUN B Xo[e UcCnefoBaHus;

®  YNOMSHYTb UCMOJIb30BaAHHbINA NMaKeT CTaTUCTUHECKMUX MPO-
rpamMm (yKa3aB pa3paboTymKa 1 CTpaHy NPOMUCXOXKAEHHUS).

V. PE3YJIbTATbI

O6palllaem BHUMaHWE aBTOPOB, YTO MPKU OMUCAHUK MONy-
YEHHbIX PE3YNbLTAaTOB He cneayeT o6CyKaaTb UX, B TOM Yucne
ccblnasicb Ha pesynbTaTtbl APYrux UccnegoBaHUin, Gopmynu-
poBaTb BbIBOAbI, 3aKt04YeHUS. Bes aTa MHDOpMaLUs JOKHa
6bITb NpeacTaBneHa B pasaene ObCYXKAEHME.

5.1. YYyacTHUKHU uccnaefoBaHua
MmeHHO B 3TOM pa3sgene (a He B pa3aene METO/bI, kak
3T0 YacTo 6bIBAET) aBTOpaM crneayeT npeacraBuTb onvcaHue
ncecnegyemMon Bbl6OPKU, KOTOPOE AOMKHO BKAOYATb:
® peacTaBfieHME CXeMbl NPOBEAEHMS UCCNeN0BaHNS;
® OMWCaHWe UCXOAHbIX XapaKTEPUCTUK YHaCTHUKOB Mccre-
[I0BaHMS.

ABTOpaM PYKOMUCKU HACTOSITE/IbHO PEKOMeHAyeTcs (068-
3aresIbHO [/15 WUCCNEefOBaHWM CO CIIOXHbIM MJIaHOM, Wan
npoBeAeHHbIX B TpW M 6Gonee 3tanoB) NpeacTaBUTb CXEMY
uccnefoBaHUa B BMAE CBSA3aHHbIX G/IOKOB, COAEpKalLMX
MHbOPMaLMIO O KONMYECTBE CKPUHMPOBAHHbLIX (Hanpumep,
4YUCNO NaALMEHTOB, rOCMUTANU3UPOBAHHbLIX B OTAeNleHUe
B Nepuoj npoBeleHuUs B HEM UCCefoBaHUA); KoinyecTBe
BKJIIOYEHHbIX B UCCliefoBaHWe (C pasfesieHnem no cpaBHU-
BaeMbIM rpynnam); KoJMyecTBe MOMyYUBLUMX UCCNEAyEMbIN
MEAMLMHCKMIA NPOAYKT UKW YCAyry; KOAMYECTBE 3aBEpLUNB-
WKX MccnefoBaHue; KONMYecTBe YYaCTHMKOB, BKIIIOYEHHbIX
B aHanus (puc.). Bmecte ¢ 3TMM HEOOGX0AMMO OTMETUTD,
BCNeACTBME KaKWUX MPUYMH CKPUHUPOBAHHbIE He BKIOYa-
JIUCb B UCCNefOoBaHMe, a BblObIBLUME YHACTHUKM NpeKpaLlanm
CBOE y4yacTue B HEM.

OnuncaHune y4yacTHUKOB UCCneaoBaHns 006bI4HO BKIOYAET
npeacTaBleHNE UCXOAHbIX XapaKTEPUCTUK BbIOOPKMU, TaKMX
KaK nos, BO3pacT, Nokasatenn ¢GU3MYEeCKoro pasBuTUS,
KIIMHWKO-aHaMHecTuYecKkne npusHaku. OCHOBHOE npefHa-
3HayeHue 3Ton MHpopmMaLnn — y pefaKTopos (a B nocne-
OYIOWEM W Yy yuTaTenemn) AOMKHO chopMMUpPoBaTLCH YETKOE
npeacraBneHne 06 nccnegoBaHHom rpynne. OnucaHue Been
BbIOGOPKM [JacT NpeacTaB/ieHne O TOM, HAaCKOJIbKO LUIMPOKO
MOTYT TPaKTOBaTbCA pe3yNbTaTbl UCCNe0BaHuWA (T. €. KaKoBa
0606U,aeMoCcTb BbIBOAOB). OnNucaHue u cpaBHUTENbHbIN CTa-
TUCTUYECKMIW aHann3 uccneayemMblX rpyrnmn yKaxyT Ha ux cono-
CTaBMMOCTb U B CBSI3N C 3TUM Ha TO, SABAAIOTCA N1 pe3ybTa-
Tbl MCCNEefOBaHWA CNeACTBMEM M3Yy4aeMoro MeamLMHCKOro
BMelWaTtenbCcTBa, GaKktopa puUcKa, ndydyaemblx aBieHun. Mpu
CpaBHEHUW Tpynn npeacrtaBieHne HEKOTOPbIX XapaKTepwu-
CTUK MOXET ObITb 0653aTefibHbIM. B 4acTHOCTH, peyb MOXeT
MATU O XapaKTepuCTUKax, CBA3b KOTOPbIX C addeKTamu
MEAMLIMHCKOro BMellaTenbCTBa WMAM AMHAMWKOM 6GONe3Hu
XOPOLUO U3BECTHA.

5.2. OcHOBHbI€e pe3ynbTaTthl UCCNeoBaHUS

K OCHOBHbIM pegynbratam MccnefoBaHWa 4OHKHO BbiTb
OTHECEHO OMMcaHWe OCHOBHOIO UCX04a M CBSA3@HHbLIX C HUM
pe3yNnbTaToB CTAaTUCTUYECKOro aHanusda faHHbiX. [pyn 3ToM
HEeJOCTaTO4YHO ONMPATLCS TONbKO Ha 3HAYEHNUS BETUUYUHDI «D»
(KoTopble JOMKHbI GbiTb MPeACTaBEHbI C TOYHOCTbIO 10 Tpe-
Tbero 3HaKa nocne 3ansaton). BaxxHO onpeaenuTb BEUYUHY
addeKTa (M3MeHeHus), NpeacTaBUB €ro He TOIbKO B Buae
CpefHuUX 3HayeHun (cpeaHen apudmeTUyecKon, cpeaHen
reoMeTpUYECKOM UM MeanaHbl), HO MU CONPOBOAMB TOYEYHbIE
OLIEHKM MHTEpBa/ibHbIMM OLEHKaMW, OMWCbIBAOWMMU pas-
OpOC [aHHbIX (CTaHAapTHOE OTKIOHEHWE, MPOLEHTUIN) MK
XapaKTepU3yoLWMMN HaJEKHOCTb TOYEYHbIX OLEHOK (10BEpH-
TeNbHbIM MHTEPBa). B KOHTPOAUpPYEMbIX UCCNEA0BaHUSAX MPH
HEeCconocTaBUMbIX MO UCXOAHBIM XapaKTePUCTUKaM rpynnax
onucaHWe OCHOBHOro Ucxofa WMCCcneaoBaHUS JOKHO ObiThb
[OMONHEHO aHann3oM 3ddeKTa OOHaAPYKEHHbIX pPa3nu4yuin
C NonpaBKOW, JOCTUIHYTOM C MPUMEHEHMEM METOAO0B MHOTIO-
(GaKTOpPHOro aHan13a (Hanpumep, PErPECCUOHHOI0 aHann3a).

OnucaHne OCHOBHbIX PE3YNbLTAaTOB MCCEA0BaHNUS MOXKET
ObiTb MPOBEAEHO C MCMONb30BaHWMEM [ABYX MPUHLMNOB.
bas3oBbiM ABASETCA MPUHLMN aHann3a OCHOBHbIX MCXOO0B
nccnefoBaHUs C BKIIOYEHWEM B aHaNM3 BCEX YYACTHMKOB
BHE 3aBMCMMOCTM OT TOrO, BbIMOJHWAM JIM OHU MPOTOKON
B MOJIHOM O6beME WAW HET (TaKk Ha3blBaemas npoueay-
pa intention-to-treat). AHanM3 pe3ynbTaTtoB MeaULMHCKOro
BMellaTenbCTBa TOMbKO Ha MpuUMepe Y4aCTHWKOB, BbINOS-
HUBLLMX NPOTOKOS UCCNefoBaHUs B NOMHOM o6beMe (MpuH-
LUMn aHanusa per-protocol), MOXeT N1lib AONOIHUTbL OCHOB-
Hble pacyeTbl.



Puc. Cxema npoBeaeHns nccnefoBaHus (BO3SMOXHbIN BapuaHT)

B0O3MOXHOCTb y4acTBOBaTb B UCCNIeA0BaHMM Gblia NpejocTaB/ena ... nauverTam man CKpUHUPOBAHO ... AeTEN

.. NAUMEHTOB (AeTen) 6blIn UCKTOYEHDI

.. NAUMEHTOB (AeTeN) N0 NPUYUHE ...

... NALUMEHTOB (AeTen) No NpuYmHeE ...

.. NAUMEHTOB (poauTenu AeTen) He ganu cornacue

.. MAUMEHTOB UMENU NPOTUBOMNOKa3aHWs K NPUMEHEHUIO UCCNEAYEMOro BMellaTeNbCTBa

| ... MAUMEHTOB (OeTen) BKIIOYEHbI B UCCNegoBaHne

| ... MayMeHToB nony4mnu nccnegyemoe MmeauLmHCKoe BMeLWaTeibCTBO

... NAUMEHTOB BK/IOYEHbI B FPynny KOHTPONSA

| ... MALMEHTOB BbIObIIN U3 HAONOAEHNS

... NALMEHTOB BbIObINN U3 HaBNIOAEHNS

| pesynbraThl ... NaLMEHTOB GblN BKIOYEHBI B CTaTUCTUHECKUI aHanun3 | | pesynbTaThl ... NaLMEHTOB GblM BKIOYEHbI B CTaTUCTUHECKUIA aHanun3 |

5.3. lononHUTeNbHbIE pe3ynbTaTbl UCC/IEA0BAHUA

lpaKTuKa cpaBHWBaAHUS «BCEro CO BCEM», pacnpocTpa-
HMBLUAACA WM YKOpEHMBLIASACS B MNyb6/AMKaLMaX POCCUMCKUX
aBTOPOB, ABMIAETCA HEKOPPEKTHOW, NPUBOAS B HEKOTOPbIX
clyyasix K 3Ha4MMblM ownbKam. o aTon NpuyYMHe onuca-
HWE AOMONHWUTENbHbIX PEe3yNbTaToB MCCeAoBaHWA MOMET
BK/ItOYATb TOJIbKO Te UCXOAbl, YTO GblM OMMCaHbl aBTOPaMu
B nogpasgene «JonoNHWUTENbHbIE WCXOAbl MCCNEeAOBaHUS»
(cm. pasgen METOAbI). Kak y»ke oTmedvanocb Bbllle, YKa-
3aHWe Ha npeaBapuTenbHO CHOPMYIMPOBAHHbLIE [JOMOHU-
Te/NbHble UCXOAbl ABNSETCA MPU3HAKOM [J106POCOBECTHOM
ncenegoBaTesbCKOM M Ny6NMKaLMOHHON NPaKTUKK.

Hactoswmnin noapasgen MOXeT BKOYaTb pe3ynbraThbl
OLEeHKM addeKTa MeanLMHCKOro BMeLaTenbCTB B Noarpymn-
nax. AHanu3 Jo/mKeH 6biTb OrPaHNUYeH TONIbKO TEMM NoArpyn-
namu, 4Yto GblIM NepeyvrcneHbl (C NpeacTaBNeHUeM KpaTKo-
ro ob6ocHOBaHMWA) B noapasgene «AHanu3 B noarpynnax»
(c™m. pazgen METOAbI).

5.4. HexxenaTtenbHble IBJIEHUA

HeobxoauMo npeactaBuTb BCE HexenartenbHble aBfe-
HWUS, BO3HUKILUME B XO0A4e MNPOBEAEHMS MUCCNegoBaHuS.
B KauyecTBe HexenaTtesnbHbIX CcneayeTr paccmatpuBaTb
nobble MeAULMHCKUE cOobbiTUS (Nobble criydan 60/1e3HM,
TpaBMbl, He3anjJaHWpoBaHHbIE OnepaTMBHble BMellaTesb-
CTBa M [p.), CBSA3b KOTOPbIX C MPOBOANMbIM MEAULMHCKUM
BMeLlaTeNbCTBOM (MPOPUNAKTUHECKMUM, AUArHOCTUHECKHUM,
nevyebHbIM UK lo6bIM APYrMM) HE MOXKET OblTb UCKIIIOYEHA.
OTCyTCTBME HEXKenaTeNbHbIX ABAEHUN TaKXe AOMKHO 6biTbh
OTMe4eHo. Ecnun y4yeT HexKenaTtenbHbIX S9BNeHUM MeaUuLMH-
CKOro BMellaTenbCcTBa He NpoBOAWMIICA, aBTopaM creayet
NoAYEPKHYTb 3TO.

VI. O6CYXAEHUE

Pefakums »ypHana rnooupser Ucrnofib3oBaHue aBTopa-
MW CTPYKTYPMPOBaHHOro dopmata npu 06CYKAeHUN pesyib-
TaToB WccnefoBaHua. Mpu 3TOM 06GCYXAEHWE He AOMKHO
BbINMBATLCH B «OMpaBAaHne» MONYHEHHbIX PEe3yNLTaToB.
OCHOBHOE Ha3HauyeHWe AaHHOro pasfefna — 3T0 06CYX-
JieHWE He TONIbKO BCEX [JOCTOMHCTB, HO U BCEX BO3MOMHbIX
HeJOoCTaTKOB, B TOM YMC/IE CUCTEMATMYECKMX OLIMBOK, orpa-

HUYEeHWUW nccnepoBaHus. lMpegnaraemMblt BapuaHT CTPYKTY-
pUPOBaHKA Creaylowmm.

6.1. Pe3loMme OCHOBHOro pe3ybraTta UcciefoBaHus

Moppasfnen [OMKEH cofdepxaTb KpaTkoe (He 6onee
3-5 npeanoxeHu) onucaHue pes3ynsTaTtoB UCCNEAOBaHUS,
OTHOCSILLMXCS K €r0 OCHOBHOW Liefn.

6.2. 06cyaeHue OCHOBHOIO pe3ynbraTta

uccnepoBaHusa

O6cyKaeHne pe3ynbTaToB, OTHOCALLMXCS K rMnoTese (oc-
HOBHOW LLeNnN) UccnefoBaHus, AO/MKHO ObiTb MPOBEAEHO B
KOHTEKCTE paHee M3BECTHbIX [JaHHbIX, MHEHWA U TEOopuH,
a TaKXXe C y4eTOM AOMOJIHUTENbHbIX Pe3yNbLTaToB Uccneno-
BaHWUS, pes3ynbTaToB aHanmM3da B nogrpynnax. MNpu Heobxo-
AMMOCTU aBTOpaMm cnemyeT NnpuberHyTb K 06CYKAEHUIO KNto-
4YeBblX MEXaHN3MOB peannadaunm adGeKToB MeaULIMHCKOro
BMellaTenbeTBa.

6.3. OrpaHM4eHusa uccieaoBaHusA

O6cyKaeHne pesynbratoB UCCNeaoBaHUSA JOHKHO ObITh
COMPOBOXAEHO aHanuM3oM ¢GaKTopoB, CMOCOGHLIX cyle-
CTBEHHbIM 06pPa30M MOBAUATL Ha BbIBOAbI UCCNEAOBaHUS.
3TM orpaHMyeHnss MOryT OblTb OTHECEHbI K KaKaomy atany
nccnegoBaHus, HaynHasg ¢ ero 060CHOBaHUSA, METOAOB M
3aBepluas MHTepnpeTaumen pesynsratos (pa3mep addeKTa,
NPUMEHNMOCTb PE3YNbTaTOB UCCAEA0BAHNSA NPU USMEHEHUM
YyCNOBUIM €ro Ucnosib3oBaHna u np.). Hanbonee cyllecTBeH-
HbIMW MOXHO MPU3HaTb OrpaHUYeHUs, CBA3aHHblE C METO-
JaMW unccnefoBaHWs: YCOBUSIMU €ro npoBefeHus, obbe-
MOM BbIGOPKHK, UCMONb30BAHHBIMW MHCTPYMEHTAMMU OLLEHKM
3dbEKTOB 1 Mnp.

VII. 3AKJTIO4MEHUE
B pasgene Heo6xoAMMO NpeacTaBuTb creayoume 0606-

LEeHUS:

e KpaTKko (1-3 npeanoxeHust) cyMMMpPoOBaTb pesynbTa-
Tbl paHee MpPOBEAEHHbIX WCCNeaoBaHWW (KenaTenb-
HO — Ha OCHOBE CUCTEMATUMYECKUX OLEHOK, NpeacTaB-
NeHHbIX B pasaene OBCYXAEHWE) no aHanusupyemom
npobneme;

i
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e KpaTKO (1-3 npeasioxeHuns) N3N0XKNUTb KItoYeBbIE Hepe-
LUEHHble acneKTbl 0603Ha4YeHHON NPobeMbl;

e KpaTKo (5—7 npeanoxKeHunin) onnucaTb NONy4EeHHbIE PE3Yb-
TaTbl C pa3bsCHEHUEM UX BKNaja B peLleHne Npobaemsi.

Vill. ACTOYHUK ®UHAHCUPOBAHUSA

ABTOpaM Heo6XOLMMO YKa3aTb UCTOYHUK (M) PUHaHCK-
poBaHWA UccnefoBaHUs (NPU HanuWyMu TaKOBbIX), YKa3as,
Hanpumep, cnepywouee: «MccnefgoBaHue BbINOAHEHO MNP
durHaHCOBOW noaaepKe (bMHaHCOBOM 06ecrneYveHnn).. ».

IX. KOH®JIUKTbl UHTEPECOB

ABTOpaM HeoB6X0AMMO OMnpeaenuTb HanuymMe TaK Halbl-
BaeMoro KOH®IMKTa MHTEPECOB, TO €CTb YCI0BMI U DaKTOB,
CMNOCOBHbIX UCKa3WUTb (ABHO WX TMNOTETUYECKKU) pel3ybTa-
Tbl UCCNEeAOBaHUA (Hanpumep, PUHAHCMPOBAHME OT 3aWH-
TePEeCcOBaHHbIX UL, U KOMMNAHWI, UX yHacTue B 06CYyKAeHUU
pe3ynbTaToB WCCNeaoBaHWUs, HanucaHUM PyKonucu U T.A4.).
[Mpn OTCYTCTBMWM TaKOBbIX CledyeT MCNonb30BaTb Cheayto-
uyto GopMynMpoBKyY: «ABTOPbI J@aHHON CTaTbW MOATBEPANIN
OTCYTCTBUE KOHPIMKTA MHTEPECOB, O KOTOPOM HEOGX0AMMO
COOOLWMUTb».

X. BbIPAXXEHUE MPU3HATE/IbHOCTU

ABTOpaMm NpeaocTaBASeTCs BO3MOXHOCTb Bblpa3uTb Co-
Ba 6arogapHoOCcTM TeMm, Yel BKJIA[ B UCClefoBaHWe Gbln
HefoCcTaToueH ANs MPU3HaHWSA UX coaBTOpamMu, HO BMecTe
C TEM CYMTAeTCcs aBTOpamMK 3HAYUMbIM (KOHCYbTaLUK, TeX-
HW4YecKas NoMolLb, NePEBObI U Mp.).

XI. CMTUCOK JTUTEPATYPbI

B cnucKke nutepaTypbl MOMYT YNIOMUHATbLCH TONbLKO OMy-
6/IMKOBAHHbIE [JaHHble, MHEHUS, TEOPETUYECKME PA3MblLL-
NeHnd. Pepakuus XypHana He orpaHv4MBaeT aBTOPOB
B KOMMYecTBe LUTUPYEMbIX UCTOYHUMKOB, OAHAKO BO3parke-
HUSA BbI30BET MCMONb30BaHMEe HEO6OCHOBAHHO 60/bLLOrO
yucna CCbUIOK: Hanpumep, No o6WEN3BECTHbLIM BOMPO-
cam, Wav Bonpocam, paCCMOTPEHNE KOTOPbIX MPOBOAMIOCH
B OOJIbLLOM YWCNe uccnefoBaHWM, pe3ynbTaTbl KOTOPbIX
HEO4HO3HauYHbl. MCKIoYeHnemM sBASETCA MCMOJib30BaHMe
60NbLLIOro Yncna CChblIOK MPU ONUCaAHUM Pe3ynbLTaToB CUCTe-
MaTuyeckoro o63opa. B obuiem, aBTopaM peKOMeHAY-
eTca ucnonb3oBaTb He 6onee Tpex CChIIoOK MO Kaxaomy
yTBEPXKAEHMIO. [pKn TOM YTO Kaxaoe yTBEPKAEHWE aBTOPOB,
3@ WCK/IIOYEHUEM CaMbIX OOLIEM3BECTHbIX, AO/MKHO ObiTb
COMPOBOX/AEHO CCbIIKAMWU Ha WMCTOYHUKU UHOOpPMaLMK.
ABTOpam cnefyeT naberatb CaMOLMTUPOBAHUSA, 3a UCKIIIO-
YyeHWeM cflyjaeB, Korga OHO npeacTaBnseTcsa HeobXxoau-
MbIM (Hanpumep, ecnu HeT APYrux UCTOYHWKOB MHDOpMa-
umn). B npuctateriHomM cnucke nuTepatypbl HEOOGXOAMMO
yKasblBaTb daMUINK U UHULMASBI BCEX aBTOPOB LUTUPYeE-
MOW CcTaTbM, TaK KaK COKpallleHWe aBTOPCKOro KOJIEKTUBA
no 1-3 dbamunui Bne4veT 3a cobow noTepio LUTUPYEMOCTH
Yy HeHa3BaHHbIX COaBTOPOB.

Cnu1coK nutepatypbl AOMKEH ObITb NPEACTaBNEH Ceayto-
LWMm o6pasom.

MpumMepbl CCbUIKKU Ha }ypPHaJibHble CTaTbU

e Yank V., Rennie D. Excerpts from the United States Renal
Data System 2007 annual data report. Am. J. Kidney Dis.
2008; 51 (1, Suppl. 1): 1-320.

e ®depoceeHko M.B., HamasoBa-bapaHoBa J1.C. lHeBMO-
KOKKOBasi MHOEKUMS: peanbHas yrposa ansa geren. Kak

OT Hee 3awuTutbca? [leguaTpuyecKass GapMaKosiorus.
2010; 7 (1): 114-117.

Mpumep cCbUIKKU HA MaTepua, pa3MeLleHHbIA
Ha UHTepHeT-pecypce

e Maternal, infant and young children nutrition. WHAG5.6,
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