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Co//(//s" eanatpoB Poccun 00beAuHNI BEAYLLUNX MPAKTUYECKUX BPayer u Y4eHbIX
CTPAHb! /19 HAMNCAHNS JAHHOV SHUMKITONEANN.
B kHure npegctasiaeHa nHgopmauna 414 oyaylwmx mam v nan, aHbl PEKOMeH-
Jaunv 1o rnogrotoBKe K IMOSIBJIEHNKO B CEMbE MJ/3feHua, nojpooHO 0CBeLla-
HOTCA COBETbI 110 YX0A4Y 3a PEOEHKOM, PeKOMEHAALMN 10 MUTAHNIO, 00JIE3HAM
JETCKOro BO3Pacta v ux JIEYEHNIO.
Bbl HayynTech OrnpeaenaTh, Korja MoOXHO 000iTHUCL 663 MOMOLLM [JOKTOpA,
a Korja Tpebyercsa BpayebHas nomouyb. Havgete nHgopmaymw o ToM, kaKk = ‘
[10MOYb PEOEHKY B HEOT/IOXHOU CUTYaUnn U Kak pacros3Hatb, 4TO Takas 4
cuTyaums cnoxunacek. [loMumo 3Toro, B KHUIre U3J10XKeHb! MpakTU4eckne
[IPUEMbI [ICUXOJI0TNYECKON MOAAEPXKN PEOEHKA B TPYAHOW CUTYaLNN.
VIHTepHET-3aBUCUMOCTb, BPEAHbIE MPUBLIYKM, 10SI0BOE BOCITUTAHNE —
3T0 TO/IbKO Manas 4actb akTyalsibHbIX MPO6IEM, 3aTPOHYThbIX ABTOPaAMM.
JHUmKoneans OyAeT 0/1e3HA HE TOJIbKO HACTOALMM U OYAYLNM
POANTENIAM, HO W BpaYam-reanatpam, a Takxe CTyAeHTam MEeANLINH-
CKWX BY30B.

— YBaxaemble yutarenu!
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apTpuTy B B03PacTe 1 rofia v CTapluie Kak B BUae Taku B © MeTo- I apTpuTy B BO3PACTe 2 JIET 1 CTapLLe KaK B BUAe Taku B c
0 K TnioBomy y B aHamHe3e. AKTUBHbIE TOM. I K TioGoMy y B aHamMHe3e; AKTUBHbIE MHDEKLIMOHHbIE
(B TOM Ymcne K CWHT cakTopa Hekpo3a onyxonu (PHO)-anbda v npimeHeHve B Teverme 1 MecsiLia aaﬁoneaaum (B T.4. Tybepkynes). .U.emmm BO3PACT 0 2 NIeT st c apTpuTom

nocne nevenus aHTu-GHO awtuTenamm. [leTckuii Bospac Ao 18 net ans 4 apTPUTOM U i aprputom. [leTckwii BoapacT o 18 net ans apTpUTOM.
J]ercmﬁ BO3PACT 10 2 NIET 18 [ 1 TUTOM. [leTckuii Bo3pacT A0 1 Tofia A NaLeHToB ¢ mnmﬁmopamw ®HO- aan;a W DUMEHERViE B TeyeHue 1 MecaLia nocne nevenits an-GHO anTutenamy. CnocoG npuMeHeHms U 03bl:

 BBG/ICHHE 162 wr

aprputom. Cnoco6 " po3bi: P

1 pa3 B Hefiento. MMraHTOKNETOuHbII apTepUUT: MoAKOXHoe BBefeHue 162 mr 1 pa3 B Heneno. MM
apTPUT: MOAKOXHOE BBeaeHme 162 mr 1pa3B3d HE/enV T NALWIEHTOB C maccovi Tena <30 kr 1 162 Mr 1 pa3 B 2 Hegenv ans naumeHmB C Maccoit
Tena =30 kr. CucTemHbiit W i apTpuT: BBeaeHue 162 Mr 1 pa3 B 2 HefienM NS NaLMeHTOB ¢ Maccov Tena <30 kr
1 162 mr 1 pa3 B Hefienio /s NaLMEeHTOB ¢ Maccoil Tena =30 kr. MoGoyHoe AeiicTBIe: 04eHb YacTo (=1/10) — MHOEKUUM BEPXHUX [ibIXATENbHBIX
MyTeid, TNepxonecTepuHemusl, PeakLyi B MecTe BBeAeHUs:; 4acto (=1/100 u <1/10) — dnermona, nHeBMOHMS, MHGEKLMM, Bbi3BaHHbIE Herpes simplex
1 na u Herpes zoster, GonM B XuBOTe, 53861 POTOBOIA MONIOCTH, FACTPHT, Chiflb, 3yn, T0N0BHas G0Nb,

aprpur:

PeBMATON bl aDTDUT: BHYTDMBEHHO KaNenoHo B 103€ 8 MIr/kr 1 paa B 4eTbipe Heflen. He DEKOMeHAYeTCA yBennienve 03l cabiie 800 mr
Ha O/1HY UHAY3VIO NaLeHTaM ¢ Maccoii Tena Buitwe 100 kr. Tl ADTPHT: BHYTP KanenbHo
1 pa3 B yeTbipe Hepenv B Ao3e 10 Mr/kr nauyenTam ¢ Maccoit Tena <30 Kr v 8 Mr/kr nawmeHTam ¢ Maccoii Tena =30 kr. CUCTEMHbII I0BEHWIbHBIN
UIMONATUYECKWiA APTDUT: BHYTDMBEHHO Kane/ibHO 1 pa3 B 1B Hefienw B 03e 12 MI/Kr nauyenTam ¢ Maccoii Tena <30 kT 1 8 Mr/Kr naliveHTam
maccoii Tena =30 kr. loGouHoe AeicTBue: 0ueHb YacTo (=1/10) — MHGEKLMM BEPXHUX AbiXaTeNbHbIX MyTeit; yacTo (=1/100 n <1/10) — dner-
MoK, WHexLuw, Bbi3BanHbie Herpes simplex 1 Tuna w Herpes zoster, Gotu 8 XWBOTe, 5386 POTOBO NONOCTH, FACTDUT, Chib, 3y, KDAMBHALR,
ronosHas Gon, y Macchl Tena, Al

aKTUBHOCTH y Macchl Tena, o6l Al
OTeKM, PeaKLM runep: KalweNb, OfbILLIKA, KOHBIOHKTUBMT; HevacTo (=1/1000 v <1/100) — AvBEpTMKYNMT, CTOMa-

OTexv, peakLiMut Tvnep: Kallenb, OfbILLKA, KOHBIOHKTMBMT; HEYacTo
JIMBEDTUKYTUT, CTOMATHT, 383 KeNy/Ka, TpakTa, obuero Gunmpy-

(=1/1000 <1/100)

TWT, $138a XeNyaka, TpaKTa, rMnepTpur 14eCkue peakLim, T

YcnoBus xpaHeHus: xpaum npn TeMﬂepaType 28°C B 3aLLVLIEHHOM OT CBETA U HEIOCTYTIHOM /1 JleTeVt MecTe, He
no Axtempa®.

* AKTEMPA"®

Owa, runeprpur aHadnakTIHeckue peakumm YCNOBUS XpaHEHUS: XDaHUTb npm Temnepatype
2-8Cs OT CBETa W HENOCTY) LN [ieTeil MecTe, He
no Axtempa®.

AO «Pow-Mocksa»

OdurumnanbHblii AUCTPUGBLIOTOP
«P.XodPpmaHnH-J1s Pow J1Ta.» (LLiBeiiuapus)
107045, Poccus, r. Mocksa

Tpy6Has nnowanb, oM 2

MomeuweHune |, aTax 1, komHaTa 42

M®K «Fanepes Hernunnas»

Ten.: +7 (495) 229-29-99

www.roche.ru
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' dpdekTuBHaA U 6e3onacHas

’ 3awuta ot meHuHrokokkos A, C, Y, W
N ) )
5 MEHAKTPA 1A fleTeil ¢ 9 mecaueB, aeTeii
AOLUKOJIbHOIO N WKOJIbHOIO
3awmTa C LUMPOKUM 0XBATOM Ceporpynn BO3pacTa, NOAPOCTKOB U B3POCIbIX

MEHUHroKOKKa*'

Bbicokas UMMYHOreHHOCTb, B TOM YlCe y JeTeil
paHHero Bo3pacra’

CHWKeHne YacToTbl HOCUTEeNbCTBA B I'IOI'IyﬂFILI,I/II/I
n ¢0pMI/IPOBaHI/Ie KOJUJIRKTUBHOIO ummyuurera’
YCkaior
CTQDWILHQ
CospemeHHaﬂ KOHBIOTPOBaHHAA 4-BaneHTHas :
MEHWHIOKOKKOBAA BaKLMHa € 15-neTHUM onbIiTOM
KNMHNYeCKOoro npUMeHeHNA B MI/IpE3

R

© OKono 15 net ucnonb3yetca B Mupe®
e 3apeructpupoBaHa B bonee yem 70-Tu cTpaHax®

o BknioueHa B Kanenaapm B 35 crpaHax mupa (8 Tom uncne B CLUA, Kanage, Utanum,
Wcnanwu, Weeiiuapun, Auranm, Ipewun)’

B Poccum BakumHaums ot
MEHUHTOKOKKOBOM MHEKL K
BK/loueHa B IMUA. YaCTb
Hauuouanbuoro KaneHpapa

® [Ipou3BeseHo 6onee 100 MUNANOHOB f03°

© Y100HaA NoNHOCTbI0 XuaKas dopma no3sonseT
MUHUMN3MPOBATb PUCK OLUNOOK 1 COKPATUTD
Bpems 0AHON NHbeKuun®

npodunakTU4eCcKux
NMpUBUBOK AHZI rpynn ® B Poccun npumensetca ¢ 2015T.
pucka o loctaBnaetca B 85 perioHos Poccun

KTPYNMAM PUCKA MO MW OTHOCATCA:’

BeTu #o 5 ner noapocTku B Bo3pacte 13-17 ner
(B CBA3M C BbICOKOIA (B CBA3M C NOBBILLEHHBIM YPOBHEM
3360/1eBaEMOCTBIO B JaHHO HoCUTeNbCTBA BO36YAMTENA B JaHHO
BO3pACTHOI rpynne); BO3pacTHON rpynneg;

CambIm HapieXHbIM 1 3P PEKTUBHBIM

E cnoco6om npoduNaKTUKK
MEeHUHTOKOKKOBOM VIH¢EKI.|I/II/I
ABNAETCA BaKLMHALUMA

Kparkaa uncrpykuua: TOPTOBOE HA3BAHMWE: Menakrpa. PETUCTPALIMOHHBIM HOMEP: /11-002636. COCTAB: OgHa fi03a (0,5 Mn) COAEPXUT: aKTUBHbIE BeLLeCTBa: MOHOBANIEHTHble MEHUHTOKOKKOBbIE KOHbHOraTbl (MoNMcaxapup + 6enok-HocuTeNb — AMQTEPUIiHbII AHATOKCUH):
nonvcaxapupbi ceporpynn A, C, Y u W-135 no 4 mkr kaxpaoro. TOKASAHUA K MPUMEHEHUIO: npodunakTvka uHBa3UBHOIN MEHIKTOKOKKOBOIT UHOeKLu, Bbi3bizaemoii N. meningitidis ceporpynn A, C, Y u W-135 y nuu B Bo3pacte ot 9 mec. go 55 net. IPOTUBOMOKA3AHUA: n3sectHas
TYINEpUYBCTBUTENIbHOCTb C CUCTEMHbIMM TIPOABNIEHUAMY K Nl0G0MY KOMTNOHEHTY BaKLMHbI, BKITI0Yas AUGTEpMiiHbIii aHATOKCUH, Wi Ha Npe/ibiAylijee BBEIeHIe PYrVIX BaKLYH, BKIOYAIOLLIVX Te JKe KOMMOHEHTbI; CTpbie UHOEKUYOHHbIE 1t HeMHGEKLIMOHHbIe 3a6oneBarits, 060CTpeHIe XPOHHUECKIX
3aboneBaHuii (B 3T C1yyanx BaKLWHALVIO NPOBOAAT NOCTE BbI3A0POBAEHMA 1N B cTapuyt pemuccui). IOBOYHOE IEUCTBUE: xapakTep 1 YacTota BbIABMEHHbIX B HCCIRA0BAHNAX NOOOUHDIX SPHEKTOB pasnuyaniich B 3aBIICUMOCTY OT BO3PacTa NPUBHBAEMbIX. B X0/ie KIMHIYECKUX UCCTeA0BaHMi
¥ AeTeii B Bo3pacte 0T 9 40 18 Mec. B TeueHue 7 Heli nocie BaKLIMHaLy Hanbonee Yacto OTMeYaiiCh YyBCTBUTENbHOCTb B MECTe UHBEKLIM U 60NIe3HEHHOCTb. B Xozje KMHIYeCKYIX cCTerjoBaHMil y fieTeid B Bo3pacte oT 2 40 10 ieT Haubonee Yacto oTMeuaniich GonesHeHHoCTb 1 noxgacnenme B
MeCTe IHBeKLUH, Pa3ApaXUTENIbHOCT, AUapes, COHMBOCT, aHOPEKCUA; Y MOAPOCTKOB B Bo3pacte oT 11 710 18 11eT 1 y B3p0Cbix fuy oT 18 A0 55 neT HavGonee 4acTo 0TMeuanch GonesHeHHOCTb B MecTe UHBEKLIM, FOI0BHaA 60/1b U NoBbieHHas yTomnaemocts. YUTOBUA XPAHEHUA: npu
Temnepatype ot 2 10 8 “C. He 3amopaxyBarb. AanTiipoBaHO U3 UHCTPYKLIM TIO MEAILIHCKOMY PUMEHEHUO.

[ins 03HaKOMNEHNA C ZpYTUMU MOBOUHBIMU SOOEKTAMM 1 YACTOTON X BOSHHUKHOBEHWS, C MepaMit NPEfioCTOPOXHOCTA NPU NPUMEHEHMM, CoCoBOM MpUMEHeHUs, [J03aMit W COCTaBOM, C 0COBbIMY YKa3aHWAMI, @ Takxe ¢ Jpyroii HeobxofMMOil UHGOpMaVieit 06paTUTech K TeKCTy nonHoit
OULMANBHOI MHCTPYKLIA N0 MEAULMHCKOMY MPUMEHEHIKO NIeKapCTBEHHOTO Npenapara.

MpencraButenscrBo AQ «CaHodu-aeHTuc rpyn» (Opaiyua). 125009, r. Mocksa, yn. Teepckan, A. 22. Ten.: (495) 721-14-00, pakc: (495) 721-14-11, www.sanofi.ru, www.privivka.ru SPRU.MENAC.19.05.0129

rivivka@®ru
EMTOBaKLMHaXV\BSN_\QISL\MM SANOFI PASTEUR ‘;

MATEPUAN 1A CNELIMANIACTOB 3IPABOOXPAHEHWA. MEPEL HA3HAYEHWEM O3HAKOMBTECh C MO/IHOW UHCTPYKLIMEN 1O MPUMEHEHUIO




HA MPABAX PEKJTIAMbI

OynukceHT® — 6Monormyeckmin npenapat, MHIM6MPYIOLWMIA GYHKLINK
OLHOBPEMEHHO ABYX KNtoYeBbIX UMTOKMHOB UJ1-4 n UJ1-13,
UrpatoLLnx posb B NaTOreHe3e acTMbl*2

e —

WIEPTHYECKAR ACTMA

L 4 & T2-ACTMAS
— AdynukceHT®
rpu_"ﬂ%ﬁ"ﬂﬂm Acm' K (aynunymaé)

CHELIAHHARACTMA | [1Y Tb K

= [10/IFOCPOYHOMY KOHTPOMHO ACTMbI*

B kayecTBe LONOAHUTENBHON NOALEPXKMBAIOLLEN TEPANMM
L0119 MauneHToB cTapuwe 12 neT co cpeaHeTHIKEN0N U THKENOoMn
6pOHXUaNbHOM acTmoi!

CHMXEHUE YACTOTDI NOJIHAA OTMEHA YIYYLUEHUE OD
TAXENbIX OBOCTPEHUN MNrgc

V.81 V.48

Y NMaLUNEHTOB C UCXOLHbIM YPOBHEM NaLMEHTOB, MOYyYaBLUMX K 52 Hepiene no cpaBHEHMIO
303>300 kn/MKA, NONYYABLUNX Aynunyma6 B pose 300 Mr K2H C VCXOAHbIM YPOBHEM Y MaLMEHTOB,
Aynunyma6 B pose 300 mMr k2H B COYETaHUN C 6a3UCHO| ¢ 303>300 kn/MKn, NonyYaBLLNX

B COYeTaHUU C 6a3UCHOM Tepanuen*s Aynunyma6 B no3ze 300 Mr K2H
Tepanuen*? B COY€eTaHuM C 6a3ncHoM
Tepanuen**

D03 - 3031HOGUbLI; KNIMKN — KNETOK B MAKPONIMTPE; K2H — kaxxable 2 Heaenn; MIKC — nepopasnbHbie riokokopTukocTeponab; O®B, — o6bem GopcMpoBaHHOrO BblAOXa 3a NepBYIo CeKyHy
* Ba3ncHas Tepanws BkIoYana B Ce65 NPUMEHeHUEe CPeAHMX UK BbICOKMX 403 MHIaNALMOHHBIX MIOKOKOPTUKOCTEPUAOB B COYETaHUM C 6eTa-2 aroHnctamu v MIKC

Y NaLMEHTOB C FOPMOHO3aBUCMMO aCTMOM
Cnucok nuTepatypsl:
1. VIHCTpYKLUMS NO MEAMLIMHCKOMY NMPUMEHEHMIO IeKapCTBEHHOro npenapata [ynukceHT® (aynunymab). PernctpaumonHbii Homep J1M-005440 ot 04.04.2019 . 2. Wenzel S, et al. Dupilumab efficacy and safety in adults
with uncontrolled persistent asthma despite use of medium-to-high-dose inhaled corticosteroids plus a long-acting 2 agonist: a randomised double-blind placebo-controlled pivotal phase 2b dose-ranging trial. Lancet.
2016; 388: 31-44. 3. Diagnosis and Management of Difficult-to-treat and Severe Asthma in adolescent and adult patients. GINA Pocket Guide for Health Care Professionals v.2.0. Global Initiative for Asthma, April 2019,
38 p. 4. Castro M, et al. Dupilumab Efficacy and Safety in Moderate-to-Severe Uncontrolled Asthma. N Engl J Med.2018; 378: 2486-2496. 5. Rabe KF, et al. Efficacy and Safety of Dupilumab in Glucocorticoid-Dependent
Severe Asthma. N Engl J Med. 2018; 378: 2475-2485

Matepuan Ans cneuuanmcTos 3npaBooXp. . NMepea 03HAKOMbLTECh C MOJIHOW UHCTPYKLMEl NO NpUMeHeHmIo. KpaTkas MHCTPYKUMS NO MeANLMHCKOMY MPUMEHEHMIO leKapCTBeHHOro npenapata JynukceHT®
(nynunyma6). PermctpauuoHHbii Homep: JIM-005440 ot 04.04.2019 r. JlekapcTBeHHasi ¢popMa: pacTBOp A/s MOAKOXKHOTO BBeAeHMs. Papmakonormyeckvue CBOWMCTBa: AynunymMa6 — pPeKOMGUHaHTHOe 4enoBeyeckoe
MOHOK/IOHanbHoe aHTuTeno (noaTun IgG4) k a-cy6beavHuLe peuenTopa uHTepneknHa-4. ®apmakoTepanesTuyecKas rpynna: UHrm6uTopsl nHtepnenkuHa. Kog ATX: D11AHO5. MokasaHus K NPUMEHEHUIO: aTOMUYECKW AepMaTUT
CPeAHETAKENOro U TAXENOro TeYeHWs y MauMeHTOB OT 12 fieT M cTaplue Npu HeAOCTAaTOYHOM OTBETE Ha Tepamnuio TOMMYECKUMM NeKapCTBEHHbIMU NpenapaTamMiu UK B Clyyae, KOoraa Takue mpenapaTbl He PeKOMEeHAOBaHbIK
npumeHeHmio. Mpenapat [lyn1KCeHT® MOXeT NPUMEHATbCS B MOHOTEPanuu WM OfHOBPEMEHHO C TOMMYECKUMM leKapCTBEHHbIMW NpenapaTamii; B KauyecTBe AOMNONHUTENbHON NOAAEPXKMBaIOLLE Tepanu 6pPOHXUaNbHOMN acTMbl
CPeAHETAKENOro N TAXENOro TeYeHUs y NaLuMeHToB 12 neT U CTaplle C 303MHOGUIbHBIM GEHOTUMOM UM Y NaLMEHTOB C FOPMOHaIbHO3aBUCUMON 6POHXMaNbHOM aCTMOM, NOMyyYaloWMX NepopasbHble MIOKOKOPTUKOCTEPOUADI.
MpoTUBOMOKa3aHMs: NOBbILIEHHas YyBCTBUTENbHOCTD K AyNWIyMaby niu nlo6oMy 13 BCMOMOraTe/ibHbIX BelWecTs npenapata; AeTCKWIA BO3pacT A0 12 feT y NaUMEeHTOB C aTOMMYECKUM AePMaTUTOM CPEAHETSHENOrO U TAXeNoro
TeYeHUS U BPOHXMA/IbHO aCTMOM CPEAHETSIKENONO U TAXKENOrO TEYEHUS B CBA3N C HEYCTaHOBEHHBIMU GGEKTUBHOCTBIO U 6€30MacHOCTbIO MPUMeHeHUs. C OCTOPOXKHOCTbIO: MPY 6ePEeMEHHOCTM (TOILKO €C/IM OXMAaeMasi Nonb3a
rnpeBbiaeT NoTeHLManbHbIi PUCK Ans naoaa). Cnoco6 NnpumMeHeHUs 1 Ao3bl: NpenapaT [ynukceHT® BBOANTCA MOAKOXHO. ATONMYECKMit AepMaTUT: peKoMeHyemas i03a npenapaTa [ynukceHT® y B3poC/biX NaLuMeHTOB COCTOUT U3
HavanbHoM A103bl 600 Mr (2 MHbekLymmM no 300 mr) 1 BBeAeHMs aanee 300 Mr Kaxable 2 HeAeN; B 3aBUCUMOCTM OT UHAMBUAYaNbHOTO TepaneBTUYECKOro OTBeTa 1033 MOXET 6biTb Y o 300 mr 0. PekomeHayemast
fi03a npenapata [lynukceHT® y naunMeHToB C aTOMUYECKUM AepMaTUTOM B Bo3pacTe 12-17 neT: Ans NaLWeHTOB C Maccoi Tena MmeHee 60 kr HavanbHas Ao3a — 400 Mr (2 uHbekuum no 200 mr), aanee — no 200 Mr Kaxaple 2 Heaenu;
ANs NaLUMeHTOB C Maccoit Tena 60 kr u 6onee HavanbHas Aosa — 600 mr (2 webekumn no 300 mr), aanee — mo 300 mr kawable 2 Hemenn. BpoHxuanbHas acTMa: pekomeHfyemas fo3a npenapata [lynukceHT®
Y B3pPOC/IbIX MaLMEHTOB 1 AeTeit (12 neT u cTaple): HauyanbHas Ao3a — 400 Mr (2 nHbekuumn no 200 mr), aanee — no 200 Mr Kaxzaple 2 HeaeNu. B 3aBUCMMOCTU OT MHAMBUAYabHOTO TePaneBTUYEeCKOro OTBETa 403a MOXET 6biTb
yBennyeHa ao 300 Mr kaxable 2 Hefenu. [Ins NauMeHToB C MIIOKOKOPTUKOCTEPONA03aBUCUMON 6POHXMANbHOI aCTMOM UM C COMYTCTBYIOWNM CPEAHETKENbIM UM TSHXKENbIM aTONUYECKMM AePMaTUTOM, NPpU KOTOPOM MoKa3aHo
npyuMeHeHne npenapata [lynukceHT®, HadanbHas Ao3a — 600 Mr (2 uHbekuum no 300 mr), aanee — no 300 Mr kaxzable 2 Heflenn. B cnydae nponycka A03bl NaLMEHT JOMKEH MOMYYUTb MHBEKLMIO Kak MOXHO CKopee U 3aTeM
NPOAOMKUTL fleYeHUe B COOTBETCTBUM C Ha3HaYeHHbIM eMy PeXMMOM BBefeHUs mpenapaTa. Mo6o4Hoe fedicTBME: HanboNee YaCTbIMU HeXenaTeNbHbIMU PeakUMsAMM, KOTopble HaGIofannCh B KIMHUYECKNX UCCNeaoBaHMAX
Yy NaLMEHTOB C aTOMMUYECKUM AEPMATUTOM, 6b1I1 KOHBIOHKTUBIT, 6aKTepuabHbI KOHBIOHKTUBUT, aNIepruiecknin KOHbIOHKTUBUT, PeaKLMM1 B MECTE HBEKLIMM, Fepriec POTOBO MONIOCTH, 203MHOGUANS, NPOCTOI repriec, 6nedapuT,
3yA B rNa3ax, CHAPOM CyXOrO rN1asa; Hanbosnee YaCTbiMU HeXeslaTe/IbHbIMU PeaKLMAMM, KOTOPble HabIoAaNNCh B KIMHUYECKUX NCCNIeA0BaHMNSAX Y NaLMEHTOB C 6pOHXMNaNbHOM aCTMOM, 6bIIM 3pUTEMa, OTEK U 3y/ B MeCTe MHbeKLUM.
Mpodunb HeXenaTtesbHbIX PeakLmit y NOAPOCTKOB C 6POHXMabHON aCTMOM U/UM C aTOMMYECKUM AePMATUTOM 12 IeT 1 CTaplie 6bi CXOX C TaKOBbIM Y B3POC/bIX MaLlNeHTOB.

[nst pa6OTHUKOB 3/]paBOOXPaHEHNs ®
MpencrasutennctBo AO «CaHodu-aBeHTUC rpyn» (PpaHums)

SA N O F I \J 125009, Mocksa, yn. Teepckas, a. 22. Ten.: (495) 721-14-00, dakc: (495) 721-14-11, www.sanofi.ru nyn UKCEeHT —
SARU.DUP.19.05.0717a leka6pb 2019 (aynunyma6)



OT NHEBMOKOKKOBOW MHpeKLNK

I peserap

BakuuHa nHeBMOKOKK0BaA MONUCAXapYIAHAA KOHbIOTUPOBaKHAA afCOPOVPOBAHHaS, TPMHAHUATYBANEHTHaA

CpoenavTe war K 3awuTe

EQVHCTBEHHast MHEBMOKOKKOBast KOHbIOrMpoBaHHasa BakLHa
019 aeTer oT 2 MecsLeB 1 B3POCTbIX BCEX BO3pacToOB™

*KpaTtkaa MHCTPYKLA no npumeHeHuio nekapcTBeHHoro npenapara NMPEBEHAP® 13

JIEKAPCTBEHHASA ®OPMA: cycneH3uns Ansi BHYTPUMbILLEYHOTO BBEAGHNA.

BakuuHa MpeseHap® 13 co6oi 13
nHeBMoKokKa: 1, 3, 4, 5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F u 23F, nHAMBMAYANbHO KOHbIO-
T c i 6enkom CRM‘97 ] Ha coccpare.
OMUCAHUE

TomoreHHas cycneHaus 6enoro ugera.
MOKA3AHUS ANfl NPUMEHEHUSA

13 ] B o6nacts!
Ecnu Havata MpeseHap® 13, ee TaKkKe BaKUMHON
Mpesenap® 13. Mpu Bbl mexay nio6oro u3

o3 MpeseHap® 13 He

BbiLLE KyPCOB

BBe/IeHNe
Tpebyetcs.
Cxema BaKynHaymm

VCrOBUS XPAHEHNS W THAHCNOPTUPOBAHNA

Mpu Temneparype ot 2 Ao 8° C. He 3amopaxwBars.

XpaHuTb B HEAOCTYMHOM [ns fieTei MecTe.

TpaxcnopTuposaTb Npy Temneparype ot 2 °C — 25 °C. He 3amopaxuBarb.

JlonyckaeTcs TPaHCNOPTMPOBaHWe Npy Temnepatype Bbilue 2-8 °C He 6onee NATA AHeN.

CPOK rofHocTn
3ropa. He ucnons3osarb Nocne UCTEYeHIS CPOKA FOAHOCTM, YKa3aHHOTO Ha YNaKoBKe.

THKa i1, BKMI04R (B TOM 4UCNE MEHUHIUT, Bo3pact Havana Cxema WiTepBansi u 03upoBKa
GaKTepUEMIIO, CENCHC, THKENble )u BaKLNHAUNH BaKuHauuu NPEANPUSATUE-NPON3BOAUTEND
W CcpefHue oTUThI) hopMbl il, BbI3bIBAEMbIX cepotn- 30361 C 1. Ndpaitsep Avipnann  apmacbiotukans, Vpnauaus Tpeinpx  Kactn  buaHec-napk,
nos 1, 3, 4, 5, 6A, 68, 7F, 9V, 14, 18C, 19A, 19F n 23F ¢ 2-x mMecAues Xu3Hu u fanee 6e3 ad MeHee 4 Hejl MEXAy BBEJHNSIMM. TepByio 03y MOXHO BBOAUTL Knotgankwh, By6nuk 22, Vipnangns.
0rpaHuyeHuns no Bo3pacty. 2.6 mec w;M ¢ 2-x Mec. PesakunHauva oHokparHo B 11-15 mec. 2.000 «HMO Metposakc ®apm», F p 142143, 06nactb,
- B pamkax 0 4ECKNX MPUBMBOK; 241 Maccosast IMMyHU3AUNS AETel: 2 0361 C UHTEPBANOM HE. r. Moponbck, c. Mokpos, yn. CocHosas, A. 1
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¢ 1.4, BUY . OHKONIOTM4ECKUN 711 mee 241 'Q?ADSM C MHTEPBANOM He MeHee 4 Hefy MeXAy BBEAEHUAMN. r. Mogonbek, c. Mokpos, yn. CocHosas, A. 1
@BaKUNHALNS OAHOKPATHO HA BTOPOM rOZY XKU3HM "
lyHaroLLy Tepanuio; ¢ /) NPETEH3WM NOTPEBUTENEN HANPABNATD MO AAPECY:
OHAMbHOM i ¢ win Ha 12-23 mec 1+ 2 [103bl C MHTEPBANOM He MEHee 8 He/l MexX/y BBeAeHUAMM 1. 000 «Mdpaitzep NHHoBaWwm», 123112, Mockea, MpecHenckas Hab., a. 10,
aty c 0BOI XKMAKOCTH; C XP 3a- 2 roga w crapue B OpokpatHo BL| «bawus Ha HabepexHoit» (bnok C). Tenedon: (495) 287-5000, chaxc: (495) 287-5300.
Nerkux, Cepaf il CUCTEMbI, NEYEHN, NoYeK 1 pi [AnabeTom; 2.000 «HMO Merposakc ®apm», Poccuiickas Defepauns, 142143,
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Tam 0CTPOTO CPEJHero OTUTa, MEHUHTUTa,

U 4acto AeTAM;
BCEM NMuam crapwe 50 ner;

TaBaKOKYpUbLLIMKAM.

NPOTUBOMNOKA3AHUA

Bl Ha BBegeHne MpeseHap® 13 unu Mpe-
BeHap® (B TOM uucne, i WOK, TAXENbIE T anneprideckme
peakuun);

- K i WM BCNOMOraTenbHbIM Be-
LecTBam;

—0CTpble [ il 3a60-

neBaHwiA. BakUMHaUWIo NPOBOAAT NOCNE BbI3AOPOBAEHNA WA B NEPUOA PEMIACCHN.

Cnocob NPUMEHEHWA 1 A03bl

Cnocob sseserns

BﬂKL\"Hy BBOAAT B DaSUBDVI nose 0,5 MN BHYTPUMBILLEYHO. ﬂETRM NEPBbIX NIET XXM3HU NPUBUBKN
NPOBOAST B BEPXHE-HAPYXKHYIO OBEPXHOCTH CPEAHEN TPETU Ge/pa, IMLam cTapuie 2-X net - 8
AENbTOBUAHYIO MbILLLY NneYa.

Mepes NpuMeHeHUEM WNPHUL C BakunHoil MpeseHap® 13 HEOGXOAMMO XOPOLLO BCTPAXHYTH
10 nony TOMOreHHO He €CTIM MPU OCMOTPE COABPXMMOTO
wnpua YacTULbI, WK BITAAUT MHAYE, YeM B pasgene

«OnucaHne» HacTORLLEN MHCTPYKLMN.

MOXeT ObITb NpoA0MKeHa MpeseHap® 13 Ha NlOGOM 3Tane CXembl UMMYHU3ALUK.

Mpesenap® 13 BBOAUTCS ; MpeseHap® 13 He ycTa-

HoBfeHa. Peluexne 06 uHTepBane Mexay BBeAeHUeM BakuuH MpeseHap® 13 u MNB23 cneayet
B COOTBETCTBUM C OChi A

v nocne Tauum re KNeToK

Cepusa MMMYyHU3aLvK, cocToAlLas U3 4 Ao3 npenapara MpeseHap® 13 no 0,5 mn. Mepsas cepus
MMMYHU3ALWY COCTONT W3 BBEAIGHNA TPeX 03 npenapara: nepeas 7403a BBOANTCA C TPETbEro
N0 WECTO MeCcAL, Nocne TpaHcnnaHTauuy. ViHTepsan mexay BBeAeHUAMI JOMKeH COCTaBAATL
1 mecau,. P nosy BBOAMTb 4epe3 6 MecsLies nocne BaefeHNs
TpeTbet 03bl.
; LeTAM MepBas cepus UMMyHU-
3auum cocTout U3 3-x 103. Mepsyio 403y CefyeT BBOAUTL B BO3PACTe 2 MECALEB HE3aBUCUMO
OT MacCh Tena pedenka, NocneayloLune 03b! — ¢ MHTepBaom 1 Mecsitl. Beeaenue 4eTseptoit
(GycTepHoit) A03bl peKoMeHAyeTcs B BospacTe 12-15 mecsues.

[oxubie naunenTs!

IMMyHOTEHHOCTb 11 6630MaCHOCTb BaKUHbI MpeBeHap® 13 NOATBEPXKAECHb! ANS NOXKUbIX Na-
LWEHTOB.

3. ®epepanbHan cnyx6a no Haf3opy B cepe 3ApaBooXpaHeHns (Poc3apaBHaa3op):
109074, Mockea, Cnasstckas nn., 4. 4, cTp. 1. Ten.: (495) 698-4538; (499) 578-0230.
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UHgaHpukc® lekca - 19 net onbiTa B UMMyHONPOGUAAKTUKE
6-TW BaXKHbIX AETCKUX MHPEKLMOHHbIX 3aboneBaHNn*

BakuuHa /19 npodunakTukm Andrepun, CToN6HsAKa, Koktowwa (beckneTouHas), renatmra B,
nonvoMuenmTa (MHaKTUBMPOBaHHas) U MHGEKLMIA, Bbi3biBaeMbix Haemophilus influenzae Tvn b

WNHpaHpuKc®
[ekca -
BaKUUHa
6-8-1*

Bonee 19 net onbiTa KAMHUYECKOrO
npuMeHenus (6onee 174 MUNNMOHOB £03,
MCMO/Ib30BAHHBIX B K/IMHUYECKOI NPaKTUKe)?>

MoATBEPKAEHHBI OMbIT MPUMEHEHNS
Y HE/JOHOLLEHHbIX geTen**e

J/vTenbHas UMMyHHas 3aluTa NpoTmB

BCEX TUMOB BAKLMHHbIX aHTUr€HOB
AMTENBHOCTBIO A0 7 1ET U NPOTUB renatuta B
480 11 ner 314

3aWMTHbIN YPOBEHb aHTUTE K KaXA0MY
13 BaKLMHHbIX aHTUreHOB 6blN1 OMpejeneH:
-y 95,7% BaKUMHUPOBaHHbIX AeTel

NPV NepBUYHON BaKLMHALMK
-y 98,4% nocne peBakyMHaLyumu***!

My o Kouous reraTa, ¥iHaerophilus influenzae: harp i + 4 craum)./ i ao3m i
OpHaKo, y Hix MOHeT i ) i P o i i Teserve 72 i ered 8 Hegers recTali) 1, 0coBeso, AeTei ¢
o p iy eTeit gaHoi rpynTL, ipopeges. Mlepershbii OCyLeCTBAATS B YCTOBMAK CT: apaa  Teserite 72 4ac08.; *** ITpU MPMeHeHYA 3-x AO30R0/ CXeMbl NepaUHOTE
BaKL/HaLM.
i i i1 CTONBHAKA, KOKKOLA, renaTTa B, i philus influenzae un b.
i VicTeme: Otet 4acro (= a, Vi, i noKpacHeHIK TewnepaTyp Tena 2 38°C, yromsemocrs, Hacro (21/100 M <1/10) peora, avapes 50M), TemnepaTyphiTena > 39,5°C, yioTHeHMe B Mecre
VHBEKLMM. ] Y
" eppF, 2 Schmitt ), Cleerbout ), etal HBV-IP /H\bhexavalent 8,3 Lyseng: DL 57 Paediatr Drugs 2012; 43,4, Schmitt
HJ, Knuf M, OrtizE, etal i i i tet: i | Pedi 312;5.Cl on File: InHx15 Infanrix IPV-} H| 6.OmenacaF, etal Pediatrics
;7. VazquezL, etal. Acta Paediat 1249;8 OrmenecaF, etal. ediat 98,9, OmenacaF, etal Pediatr 453,10 Omena:aF o e ki 12007,26(9)824-825, 1. OmeniacaF, et PedwathOWﬂ?ﬂ) 75165, 12 Omenocaf el et Dis Obstet Gynecol; 2010:802503; 13, Zinke M, et Hum Vaccin
zotos(z)wswea 14, Avdicova M,et l.Vaccie 2015,33(2015)2727-2733
hrepiv, CronGHKa ) renamvraB, v un b P :/11000877-250116. /
TepHY, CTOnGHEIG , renaura ey, hopHa: cycneHsv A1 YT P n
PEGRHLYHaLIR ATl POTH AVTEpHY CTOTGHA, KOKNOLR FETaTYTa B, OTVONMEIVTa ML H3sE2eNOf lus i nb. i K neik ToaM BaKLIAHS W K 70BOMY 13 2 TaKoKe K HeOMMLIAY TBbILeHHaR “YBCTBUTENEHOCTS MOCTE MPeabAYLLErO.
BBEACHUA AVGTEPUITHON, Cmﬂﬁmmnm B, BbI3bIBAEMOIA il i TedeHve 7, i OTMEHITS, 1
i i 2 B i unb. O i n
pe32-4 OPBY, ocrp remnepaTyph. Il fl P cH P
pod VKol DeiepaLimn y Aered, HeT x G 031 G Pasosa 4034 BakLb CoCTaBNseT 0,5 M. lep H fckon i
cocrouTvs 4 , Tem e meree, M TPeX303080M W epeusHof Tvecaa kol
Tewemeree, i pea. i P T
/PCanepauiHoii pe 18 MecAues. it 4 TowuT i i mecsa,
pe faThl a P i 3 1np
He il Jicras: Ml i 16000 i, My ! A i
i ViaHputC® [ca & 18 MECALED X034, 10 CPaBHEHIIO C KYPCOM NEPEHOM WMMYH3ALIM. HUKe MDEACTABeHb HEKETATE bHbIE PEZHLA, BCTPSGBLIECH 04eHs “aCTO 1> 1710),sacro (2 1100 1 < mo) peco (11 00 < V100). O e oreps amen, HeOBbidHbiA 172, i
nOKpaCHeHHe, OTek 8 50 M), noBbieHe re«nepavypanena>38"( JTONMREMCTS, YaCTo:BO36YAMMOCTS, PROTa, AH2Pes, 3, Ol 3 MCTEWiert (> 50 i), OBLIGHH TeNmepaType ena > 39,5 e HbeKAM CONBOCTS, Kalter, i

MpOUSBEAeHa MHLEKLIAR, MHOTZA C P cycrasa. He onvcatbL € Apyr npenaparamy: Baruymy VIGapuc? [ca MOKHO B80T BN i (ceporpynnei C) i (ceporpynn A, G, W, Y)
¥, BRKLHOT Vi VeI, BRKLIAHOT A1 npoWlamew KOPU, NapOTHTa, KpACHYX!H, BAKLIHOM AR P : Tepanio, i Vi OTBET MOKET He AOCTHTaTHC. BakLHY VHO2HPAKC® [ekca Henbsn
veumears pHe. O i apyroii parp v P ) a i
1,23 0 7 i T renarT i
BCE C HeofxoguMoe AMA  KynupOBaHUA it i i i, 7] i ]
pelteHe o Hama- AV B3/  KOKTVOLLHEIM KOMICHEHTON AOTHHO G TPVHATO MO TLTeAHOf OLEH 107351 M PACKOR: TeMTEpaTypa = 40°C, BC3HIKLLRA B Tesene 48 Saco8,He WML ADYTY pAIIY, Korranc Wi crose i curapon),
passue- umecss | AALTCA B TeveHve JiTemneparypsi Vi TeMTepaTypbI Tera, BO3HMKLIAE B Tesextie 3 CyTOK
B, KoKAHoLem. Barupy VHdanpukc® exca cregyer npu P i
Kposi, nockos VKU MONET CTaTh NPHHHON KX Y ereit i aKI0%an My 3
) TUaTeBHO
i Tore ecrpe TeMnepaTyphi Teray AeTel, o
CPABHEHNIO C [leTLMH, baHp: e43EMOCTI CYAOPOr Vi TeMnepaTyphl Vi TeMnepaTypbi
Mpesenap pasgen «Tlobo: JicTavien). B 3ToM cryuae
I i 3, TO MALYEHT He nony T Vi

udaupukc Iekca

AHATOKCUH AMGTEpHIiHbIN, BHATOKCUH CTONGHANHIN, AHATOKCUH
KOK/HOLLHbIJE, FEMAIT/IOTUTHWH GW/IaMEHTO3HbIl, NEPTAKTWH, aHTUTEH
N10BEPXHOCTHBIIA PEKOMBMHHTHbIV BUPYCa renaTiTa B, BUpYC noAvoMMennTa
WHAKTUBUPOBAHHbIV, KaNCybHbili noncaxapwa Heamophilus influenzae Tun b,
KOHBIOTMPOBaHHBIA CO CTOABHAYHbIM AHATOKCMHOM

e cB0p0ra. HANYE CYAOPO 14 o1 TORLLICHIC TENTERTPol T2 B aHak3e, 3 TaOHE CYAOPO 8 GEHEFNON B1GHNESE WV GOHR BTN ASTCHE CHEPTH 1€ FTCA IPOTIBOTONGSHWe, K0 TPESYET XCBOr0 parhs. Tao:
BaKUMHVDYeMbIX CreAyeT HABMIOAATS B TeveHite 2-3 AHeid TaK KaK 8 37oT

, 05 Wn (14030). BaKLyaHa 4713 MPOQWARKTHN AndTep, CTONBHSKG, KOKTIOL renanima B
‘yraxosana: 10 5 wn (1 40%) cycensv B P HeATPaIHOTO Crei T | (E5p.). HOGHK WAL RYTIOpeH KOTTRMHOM U5 s, BaKLHHA 47 NPORVATBNTAY WKy, B3oaenol Haemophis nfluenzae Ty b, KoHOryposaHias,
2/icopEApORHHaAR YKORaNA: 0 1 4036 MMOGWVRTA B0 KO HESTPATBHOTO CreKia Ta | (E2p..), yKyTopeHbii MPOGKOTE 3 PE3MHI Y IOMUHIHESSIM KONMaSKOM 1103 OBHGTKY, CHaGHeHHbiM JALITHOM OTILAKHEAIOWEHCA 1ACTHHOBON
HPAALEAGIL YCIOBA T . YO0 COREPH | TPAL BHOHIVTE T rakoHon, 10 peery. V136086, Copeprawen pody ypexgeni Mepea
" 7] K, nowanyicra,
125167, . Mocea lewhrpagciui poce & 372, .4, L| <Apryc I - AO T akcoCmtniie Tpeiar; un Tenegony: +7 495 777-39-00, g +7 495 777-89-04 v 0 anexrporof noxe: EAEUPVAcustomers@gskcom, win s
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Bbicokasi TO4HOCTb ANArHOCTUKM —
Ty6epKynesHon nHpexkumm'

Bxogut B o6a3aTtenibHble cCTaHAapThl Q Generium
ANArHoCTUKM TyOepKynesay aetei ¢ 8 net?

AO «EHEPNYM>,
I'IpenapaT He BbI3bIBaeT JTOXKHOMOJTOXKXUNTETbHbIX 123112, . Mockea, yn. Tectosckas, 4.10;

peakunii, cBa3aHHbIX ¢ BLIXK BakuMHaumeit Ten./akc: +7 (495) 988-47-94

PerucTpaunoHHoe ynoctoBeperune N°JICP-006435/08 WWWd IaSKI ntest.ru

1. Cnoroukas J1.B., Cenunxura O.10., Hukutiea I.B., Boropoackas E.M. 2htheKTUBHOCTE KOXHOro TecTa ¢ annepreHomM TyGepkynesHsiM PEKOMEUHAHTHBIM NPY BLISBEHWN TyGepKynesa

y peteit v nogpoctkos Mocksel 8 2013 1. // Meanatpuueckas apmakonorus, 2015, — N 1. — C.99-103.

2. Mpvika3 Mur3apasa Poccun N°124H ot 21 mapTa 2017 «O6 yTBEpXAEHUM NOPSAAKa Vi CPOKOB NPOBEAEHS NPOMUIEKTUYECKX OCMOTPOB Hacenexus Ha TyGepkynes» (3aperncTprposaH B Muriocte 31 mas 2017 roaa).
3. Cnoroukas /1.B., uteuHos B.M., Kouetkos A.A., CeHurxnHa O.10. BO3MOXHOCT HOBOrO KOXHOMO TeCTa «/INacknHTECT> B iNArHOCTHKe TyGepKyNe3HON NHekuun y aetei //

Bonpocs! AvarHocTvku 8 neanatpun. — 201 — N° 2 — C. 20-24.
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*  BoubImoii BBIGOP MEAUITMHCKON JIUTEPATY PbI

e Hwuskwue 1eHbl

* YnobGHas popma perucTpaim

* PasHble BApHAHTHI I0OCTaBKHU

* OmneparuBHas 0OpaTHas CBSI3b

* AxTtyanpnbie HoBocTH oT Coro3a nepnatpos Poccun

B KDPIHHY

WHOOPMAMDIR

JJleKTPpOHHAa s OUOJINOTEKA Ky PHAJIOB H3aTeIbCTBA
Coro3a negquarpoB Poccun «Ileanatp’b»

HerJIamaeM BaC IIOCETUTD HOBBIE CANTHI JKYPHAJIOB U3/1aT€JbCTBA U OIIEHUTD UX IIPENMYIIECTBA.

*  DJIEKTPOHHbIE BEPCUM JKYPHAJIOB B OTKPBITOM JIOCTYIIE, 32 MCKJIOYEHHEM IIOCJIEIHEr0 rojla BBIIIYCKA JKypHaJa
«BectHuk poccniickoii akazeMu MeIMITMHCKUX HAYK»

*  B03MOXHOCTb pa3MeCTUTh CTATHIO HA CAMITe C TOMOIIHIO 3JIEKTPOHHOU PeaKI[Uu

* Jloamucka Ha Ky PHAJIBI TOCJIETHETO Io/la BRITYCKa (Ha CTAaThio, HOMEP, TO/) — TI0 TleHaM peaKInu

IIpenmynecTBa 1Jisi aBTOPOB >KYPHAJIOB:

* TOJIHOE COOTBETCTBUE CAUTOB JKypHaIoB M3aarebcTBa TpeOOBaHIAM 3apyOeKHBIX pedepaTuBHBIX 6a3 JaHHBIX
(Scopus, Web of Science, PubMed u 1p.);

* IPUCYTCTBHUE )KYPHAJIOB B pasJNUHbIX 6a3ax TanHbixX, Takux kak PUHIL, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITT RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u xp.;

*  pa3MelleHue Mo KeJAHUIO aBTOPaA IOTOJHUTEIbHBIX MAaTEPUAJIOB K CTaThe (BU/IE0, TTPE3EHTAIINH);

* Bce xypHapl BXoaAT B [lepevens BAK

Becthuk Poccuidickoi akapeMum MeauUMHCKMX Hayk
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CMepTHOCTb eTCKOro HaceJieHus
B Poccuu: coctosiHue, npooGsiembl
M 3aja4m NnpodbUNaKTUKHU

KoHTaKTHaa uHpopmauus:

AnbbuLKni Banepuit OpbeBuY, [OKTOP MEANULIMHCKUX HaYK, IMaBHbIA Hay4HbIM COTPYAHWUK HUW neguatpumn 1 oxpaHbl 340p0BbS feTei
Appec: 119333, MockBa, yn. ®otueBoi, a. 10, ctp. 1, e-mail: albicky1941@yandex.ru

Cratbs noctynuna: 09.04.2020 ., npuHATa K neyartu: 27.04.2020 r.

lMpeacTtaBieHbl NPUYUHLI U AMHAMUKa CMEPTHOCTM AETCKOro HaceneHuss B Poccurickon ®epepaumnn B XXI ctonetun. lpo-
aHanM3npoBaHbl aHHble opuLmanbHON cTaTuCTMku Pocctata, BcemupHoro 6aHka, MnpoBoro atnaca AaHHbIX. BbisiBAeHb!
cneaytolmne MeanKo-CTaTUCTUYECKME 3aKOHOMEPHOCTHU: CHUMXEHME 10N yMepLLnX AeTel B 06LIeM Yynucie cMepTei Hacene-
Hus Poccuu v fonmn MaageH4YecKom CMePTHOCTU B CMEPTHOCTU IETCKOIO HaCeIeHUs; YMEHbLLEHNE PErMOHAIbHbIX Pa3/INYnit
Mexay rnoxkasatesssMu MaajeHYeCKOoM CMePTHOCTH; NPOAOMKEHNE nepebpoca POAMBLLMXCS KUBbIMU B MEPTBOPOXKAEHHbIE
B OTA€/1bHbIX PErMoHax; BHELIHUE MPUYUHbI MO0 CBOEMY YPOBHIO BECbMa 3Ha4YMMbl HE TOJIbKO B 104POCTKOBOM, HO M M/1aJEH-
yeckom Bo3pacTte. O60CHOBaHbI MPUOPUTETHbIE HaMpPaBAeHUS N0 Aa/lbHENLLIEMY CHUXEHUIO CMEPTHOCTU AETCKOro Hacese-
Hus Poccuricko# degepalinm; perMoHaslbHbIf MoAXoa B peanusaLmm Mep rno CHUXKEHMI0 CMEPTHOCTH JETCKOro HacesneHus;
rnpoBeAeHUe MPoOOUNAKTUHECKMX MEPOMNPUSTUI, HanpaB/leHHbIX Ha CHUXEHWEe FeHEeTUYECKOro rpysa Momnyasumu; nosHoe
obecrieyeHne rocyaapcTBOM J1eYeHUsl AeTel ¢ peaKkuMu 3a601eBaHUsIMU; CO3[aHUe CUCTEMbl MEAMKO-COLMaibHOM pea-
6unnuTaumn aeten; BHeApPeHUe cUCTeMbl I3HPEKTUBHOro MEeAUKO-COLMAIbHOro naTpoHaxKa KOHTUHIeHTa AeTeil BbICOKOro
CcoLManbHOro pUcKa.

KnioyeBble cnoBa: cMepTHOCTb JETCKOro HaceeHusl, MeANKO-CTaTUCTUYECKUe 3aKoHoMmepHocTH B XXI B., 3a1a4ym CHUKEHUS

(Ana unTnpoBaHusa: bapaHoB A.A., Anbbuukun B.10., Hama3soBa-bapaHoBa J1.C. CMepTHOCTb [AETCKOro HaceneHus
B Poccuu: coctosiHne, npobnembl U 3agadm npodunakTuku. Bonpockl coBpemeHHon negmatpun. 2020; 19 (2): 96-106.
doi: 10.15690/vsp.v19i2.2102)
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Ewe B Havyane nNpownoro Beka uccnegoBateny onpeae-
NN OETCKYIO CMEPTHOCTb KaK YyTKMK GapoMeTp couualnb-
Horo 6naronony4yms obuiectBa. B gokymeHTax BcemupHown
opraHmM3auuun 3gpasooxpaHeHus (BO3; aHrn. World Health
Organization, WHO) n mexgayHapoaHon opranm3sauunn UNICEF
(aHrn. United Nations Children's Fund) nocTtosHHO noa4vep-
KMBaeTcs, 4YTO MIajeH4YecKas M aeTckasa (B nepBble NSATb
NIET XU3HU) CMEPTHOCTb HapaBHE CO CPeAHEer MPOAOKMU-
TENbHOCTBIO XWU3HU ABASIOTCA MHTErpanbHbIM MHAUMKATOPOM
KayecTBa XWM3HU B TOM WAM MHOM pervoHe. byayun ogHum
M3 BedylmMx MokasaTenen COCTOSHWS 340pPOBbS AETCKO-
ro HacesneHusl, CMEpPTHOCTb B AETCKOM BO3pacTe sBAseTcs
Ba*KHOM COCTaBNSAOLLEN B NPOLIECCE XapaKTEPUCTUKM OEMO-
rpadmn4ecKon cuTyauum B CTpaHe M paccMaTpuBaeTCs Kak
rMaBHbIM KPUTEPUIK HE TONbKO OXpaHbl 340pPOBbs MaTepwu
M pebeHKa, HO U COCTOSIHUS HaLMOHaNbHOW CUCTEMBI 3apa-
BOOXPaHEHWS B LLESIOM.

Mpo6nemMbl coLmanbHO-9KOHOMUYECKOTO Pa3BUTUS Hallen
CTpaHbl NOCNeAHUX NET, C OAHON CTOPOHbLI, @ C APYron — WX
060cTpeHne B cBA3K ¢ anngemuern COVID-19 BecHOM TekyLe-
ro roga He MoryT He Tpe6oBaTb BHUMaHUS K BOMPOCY COXpa-
HEeHUS JETCKMUX KU3HEN B YKA3aHHOW CUTyaLIMu.

Llenb ctatbu — Ha OCHOBE HalWWX MpeablayLmx
nccneaoBaHWM CMEPTHOCTM AETCKOro HaceneHus Poccuu
B XXI Beke [1-4] U ee MeAMKO-CTaTUCTUYECKMX 3aKOHO-
MepHOCTEN, cnoxmalumxcs K 2019 r., onpeaenntb 3agayu
WU HanpaBfeHWs MO JafibHENLLEMY CHUMEHMIO CMEPTHOCTU
[eTen 1 NOAPOCTKOB.

AHanuM3 MeaMKO-CTaTUCTUYECKUX 3aKOHOMEpPHOCTEN
CMEPTHOCTM AETCKOro HaceneHus NpoBOAWMICS Ha OCHOBaHWU
JaHHbIX PenepanbHON cnyxbbl rocy1apcTBEHHONW CTAaTUCTUKK
(PocctaT; http://www.gks/ru/wps/wcm/connect/rosstat_
main/rosstat/ru/, statistics/population/demography),
BcemupHoro 6aHKka (http://data.worlbank.org/indicator.
MORT.ocations=EU &view=chart), MnpoBoro atnaca AaHHbIX
(https://knotema.ru/atlas/topiks).

B 2018 r., cornacHo MupoBOMYy atnacy AaHHbIX, Halwa
cTpaHa cpeau 193 cTpaH Mupa 3aHumana 50-e mecTo
Nno YpPOBHK MnafeH4yeckon cmepTHocTu. OgHako, 6onee
MHOOPMaTUBHLIM BAsSeTCs MecTto Poccum B EBponenckom
pernoHe, B KOTOpbIn BXoaaTt 53 cTpaHbl. Pa3dmax nokasarte-
el ypoBHS MiageHYecKon CMEPTHOCTU B HEM Konebnetcs
o7 1,4 B ®unnanamm o 39,3 Ha 1000 poanBLIMXCA HKUBbIMU
B TypKmMeHuUcTaHe, n Poccusa ¢ nokasatenem paBHbIM 6,1%o
3aHMmana 38-e mecTto. 3aecb ana 6onee 060CHOBAHHOW,

OOGBbEKTUBHOW OLIEHKM MpeacTaBlE€HHOW cuTyauuu cnepyet
OTMETUTb [Ba BaXHbIX MOMeHTa. Bo-nepBbIx, 3a UCKIIOYEHU-
em Pecny6nunku benapycb 1 npubéanTUUCKUX CTpaH, BO BCEX
apyrux pecnybnukax 6biBwero CCCP nokasatenb MnageH-
YECKOW CMEPTHOCTU Oblfl BblllEe POCCUUCKOro. Bo-BTopbiX,
Poccra no pasmepy TeppUTOpUM, KIMMaTy, YMCIEHHOCTH
HaceneHus, ee 3THOrpadUYECKUM WU KyNbTYPHbIM OCOBEH-
HOCTSIM 3HaA4YUTENbHO OTIMYAEeTCs OT GO/MbLIMHCTBA €BPO-
NencKux ctpaH. N ecnn cpaBHUTb POCCUMCKMIM MOKa3aTesb
C NnoKasaTeNidiMW B CTpaHax C HaceneHueM xoTa Obl 6onee
15 MSIH YenoBeK, TO Noly4um 6osiee 06bEKTUBHYIO KapTu-
HY, @ UMeHHO: n3 14 ctpaH Poccua 3aHMMaeT 8-e MecTo
(tabn. 1).

Taknm 06pa3oM, POCCUWCKUIK MOKazaTeNb MaadeH4e-
CKOW CMEPTHOCTU BMOJSIHE MPUOAMU3UICS K €ro 3Ha4yeHUio
B Hanbonee KpynHbIX MO HaceneHuo ctaHax EBponenckoro
pernoHa. Jpyrumun cnosamu, ctpatermyeckas Lieflb poCCuUm-
CKOW rocyfapCTBEHHOM MOJIMTUKK C Hadvana XX cTonetusa —
[106UTbCS COMOCTAaBMMOCTU B YPOBHE MSaAeH4YeCKOM CMepT-
HOCTU C TaKOBbIM Y €BPOMNENCKUX coceler — OOCTUTHyTa.
O [0CTOBEPHOCTM CAENAHHOIO 3aKIl4yeHUs ybeamTenbHO
CBUAETENbCTBYIOT TAKXKe NoKkasatenu B LesoM no EBpocotosy
(3,6%o0, naHHble 3a 2017 r.) 1 CLUA (5,6%0), Hanbonee cpa.-
HUMBIMM C Halen CTPaHOM MO YUCIEHHOCTU HAceneHus n ero
3THUYECKOMY padHoo6pa3unto. YTo KacaeTca AeTCKON cMepT-
HOCTU (B NepBble NATb JIET XXM3HMU), TO, KaK BUAHO M3 Tabn. 1,
ee nokaszatenb B Poccuu, no cpaBHeHUO ¢ EBponenckum
PErMOHOM, 3aHUMAET CXOXKME MO3ULUW.

34ecb HeobxoAMMO caenaTtb OfHy OroBopkKy. [lpuBe-
[JEHHble B Tabnuue OUEHOYHble MeXayHapoAaHble AaHHble
0 noKasaTtensx MJaJeH4YecKon CMepTHOCTU B PoccuiCKoM
depepaunn He coBnaatoT ¢ TakoBbiMK Pocctata — 6,1 npo-
TMB 5,1 Ha 1000 unBopoxaeHHbix B 2018 r. PacxoxkgeHune
CBfiI3aHO C MMewWwnmucs gedeKkTamu npu perucrpaumu
CMEPTHOCTU HOBOPOXAEHHbIX B Hallen cTpaHe. lNOoHSTHO,
4YTO YKa3aHHbIM HefoyyeT Cly4yaeB CMEPTHOCTU 3IKCTpano-
NMpyeTcsa Ha MoKasaTenu CMEepTHOCTM B MepBble NATb NeT
XU3HU [2].

PaccmaTtpvBas AMHAMMKYy CMEPTHOCTUM AETCKOro Hace-
NIeHUs1 B coBpemMeHHon Poccun, cnegyet Bblaensatb 3 nepu-
opa: 90-e rogbl npowwioro Beka, 2000-2011 rr. nc 2012 r.
no Hacrtosiuee Bpemsa. OCHOBaHWEM [ANS TAKOro BblaeneHus
ABNAIOTCA creaylolme aprymeHTbl. B nocnegHee gecsitune-
TUE NPOLJIOro BeKa — TsXKeNenwnin coLnaibHO-aKOHOMUYe-
CKWM KPU3KC, BbI3BBaAHHbI CMEHOW FOCYAapCTBEHHOIO CTPOS,

Ta6nuua 1. Nokazatenb MnageH4YecKon U AeTCKON CMEePTHOCTH B CTpaHax EBponeicKoro permoHa ¢ HaceneHvem 6onee 15 MaH YenoBek
Table 1. Infant and child mortality rates in the countries of European region with a population of more than 15 millions

CrtpaHa Mokasareno MC | MNMokasarenb 0-4 roga CrtpaHa Mokasarenb MC | Mokasatenb 0-4 roga
McnaHua 2,5 3,0 Poccus 6,1 7,2
Utanusa 2,6 3,0 PymbIHMSA 6,1 7,3
dpaHuus 3,4 4,0 YKpauHa 7,5 8,7
fepmaHus 31 3,7 KazaxcraH 8,8 9,9
HwnaepnaHngpl 3,3 3,9 Typums 9,1 10,6
Benuko6putaHusa 3,6 4,3 Y36eKkucTaH 19,1 21,4
Monblua 3,8 4.4 TypKMEHUCTaH 39,3 45,8

lNpumeyvarHune. Ha 1000 xunBOpOKAEHHbIX, 2018 1. MC — MnageH4yecKass CMEPTHOCTb.

Note. On 1000 live births, 2018 r. IM (MC) — infant mortality.
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W, KPOMEe TOro, CMEPTHOCTb AETCKOro HaceneHus paccmart-
puBanacb B NPUHATbIX TOrga rpaHuLax AETCKOro Bo3pacTa
0-14 net. B nepBoe aecATUneTUE TEKyLLero ctonetns —
POCT couManbHOro 6aaronofyynss HaceneHus, NO3UTUBHbIE
CABUIM B CUCTEME 3[paBOOXPAHEHUS, @ TaKKe yBENUYeHne
c 2002 r. geTcKkoro Bo3pacta Ao 18 netT. Y10 Kacaetcs
TpeTbero nepuoga, TO OCHOBHbIA apryMeHT Ans ero Bblae-
neHuns — nepexod ¢ 2012 r. Ha MexayHapoAHble KpUTepUmn
perncTpauumn XXMBo-m MEPTBOPOKAEHHUN.

[aHHble, npeacTaBieHHble B Tabn. 2, y6eanTenbHO CBU-
OEeTeNnbCTBYIOT O TOM, 4YTO B 90-e rogbl, Korga B Hallewn
CTpaHe Mpoun3oLLEen CKa4yoK 0o6LLe CMEePTHOCTU HaceneHus
(11,4%0 — 1991 1., 15,7%0 — 1994 1., 14,7%0 — 1999 1.),
cpeau AETCKOro HaceneHus He TOSIbKO He MPOM30LUIO NOBbI-
LIEHMS YPOBHS CMEPTHOCTU, HO Jaxe HaMeTunacb TeHAEH-
UMs CHWKeHua. na nepBoro gecatnnetua XXl Beka yxe
XapaKTepeH BblparKEHHbIN TPEH CHUXKEHUS MNageHYecKom
(57,7%) v petckon (51,3%) cmepTHOCTU. YTO KacaeTtcs
BTOPOro [JecaTunetus, TO HOBble MpaBuia perncrpauuu
POAMBLUMXCS AETEN C IKCTPEMaslbHO HM3KOM Maccoun Tena
He MOI/IM He CKa3aTbCA Ha MEeAMKO-CTaTUCTUYECKMX OCO-
6EHHOCTAX CMEPTHOCTU AeTEN, ypoBeHb KoTopon B 2012—
2013 rr. gaxke nosbicunics, U Tonbko ¢ 2014 no 2018 r.
BO3POAWJICSH, XOTH U B MeHbllen cTenenu (Ha 30,0 n 30,8%),
TPEHL €€ CHUMKEHMUS.

CnegyeT 0c060 NOAYEPKHYTb, YTO BbICOKME TEMIbI CHUXKE-
HUS CMEPTHOCTU AETCKOro HaceneHus obycnoBunun B XXI Bexke
3aMeTHOE YMEHbLUEHWEe JONK YMEPLUUX AETEN U NOAPOCTKOB
B o6llemM 4ucrne cmepten HaceneHus Poccuu. Tak, ecnu
B 2000 r. noTepu AETCKOro HaceneHmsa B abCOMIOTHbIX YMUCax
Ha NepBOM rofdy »W3HW cocTaBnsnu 19286, a B Bo3pacTe
0-14 netr — 33326, 10 B 2018 1. Ha HWUX COOTBETCTBEHHO
npuxogunocb 8244 n 14133. B XXI BeKe [ons [OETCKMUX
notepb B 06lLleN CMepTHOCTM cHu3unacb ¢ 4,0 go 0,9%.
Takvm 06pa30oM, eCTb BCE OCHOBaHMS 3asiBUTb: CMEPTHOCTb
neten B Poccuiickon depepalim Kak CTaTUCTUYECKUI MOKa-
3aTenb, NoTepsaB AgeMorpaduyecKoe BAnsHUE (Mpexae Bcero

Ha CpeaHIo MNPOAOIKUTENbHOCTb MPEACTOSAWEN XKU3HU),
SIBHO MOBbICMNA CBOE COLMaNbHO-MPOrHOCTUYECKOE, COLM-
allbHO-TYMaHUCTMYECKOe 3HayeHue. B ycnoBuax HU3KoM
POXA2EMOCTH, COXPaHEeHUe KaXKAoW KMU3HU U KavecTBa
ee 310pOBbSi B MaJlOYMC/IEHHOM MOKOJIEHUHU, KOTopoe
nosiBUTCA B rpaayuwue 20-e roabl, — rnaBHbli Bbi30B 415
CUCTEMblI OXpaHbl MaTepuHCTBa M getrcrBa. M60 310 —
M COXPaHEeHWe HaLWOHaNbHOro reHodoHda, U COXpaHeHue
Poccun Kak 3BOIIOLMOHMPYLLErO rocygapcTaa.

B BO3pacTHOM CTPYKTYpe CMEPTHOCTU AeTen U noa-
pocTKoB 3a nepuog 2011-2018 rr. npousowen cne-
OYIOWNNA  COBWUI: YMEHblMAacb AONA  MaageH4YecKom
cmepTtHocTM (¢ 61,9 pgo 50,7%) u, COOTBETCTBEHHO,
yBEIUYUNUCL A0AM B Bo3pacte 1-4 (12,4 wn 14,2%)
n 5-17 (25,6 n 34,9%) net. Takum o6pa3om, 3adava
NPpoduNakTMKM CMEPTHOCTM AeTen B MNOCTMIageHYEeCKOM
nepuoae *XM3HU ABMSETCH TaKOW XKe NPUOPUTETHON U HEOT-
NIOXKHOW, KaK v B rpyaHOM BO3pacTe.

CoxpaHsTC M3BECTHbIE FeHAEPHbIE 3aKOHOMEPHOCTH
CMEPTHOCTU JeTel M NOAPOCTKOB — MpeBblEHWE CMepT-
HOCTU NUL, MYXKCKOro poga (ta6n. 3). lpu aTom no mepe
yBenn4yeHns Bo3pacta OMKCUPYeTCs POCT COOTHOLIEHUS
yucna ymepliMx Mafib4MKOB K TaKOBOMY Cpeau AeBOYEK:
BO0-4roga—1,32,B5-9 netr— 1,47,B8 10-14 net — 1,69,
B 15-17 net — 2,01, no gaHHbiM 2018 r. Popmupyetcs
yKa3aHHasi 3aKOHOMEPHOCTb rMNaBHbIM 06pa3om 3a cyeT
BHELWHMX NPUYMH. TaK, ecim OT BCEX MPUYMH CMEPTHOCTH
[EeTCKOr0 HaceneHus Bbl4eCTb BHELHWE MPUYMHbI, TO COOT-
BETCTBYIOLWME COOTHOLIEHNUS ByayT cneaylolumMu: Bce npu-
YUHbl — 1,45, BHelWwHWe npuinuHbl — 1,82, 6€3 BHELWHMUX
npuinH — 1,33.

He mMeHee n3BecTHa U gpyras MeauKo-CTaTM4ecKas 3aKo-
HOMEPHOCTb — MOBbILEHHAs CMEPTHOCTb CEIbCKUX AeTen.
YKa3aHHyl0 3aKOHOMEPHOCTb (GOPMUPYIOT YCIOBUS KU3HU
M BO3MOHOCTU CUCTEMbl 34PaBOOXPAHEHWUS B CENbCKOWM
MECTHOCTWU. B cnpaBeanMBOCTM CKa3aHHOro ybexaatoT AaH-
Hble 3a 2018 r., NnpeacTaBfieHHble B Tab. 4.

Ta6nuuya 2. [InHamnKa nokasateniei CMePTHOCTU AETCKOro HaceneHus B Poccuitckon depepaumm (Ha 1000 peten)
Table 2. Child mortality dynamics in Russian Federation (on 1000 children)

Toabl [etckoe HaceneHue (0-17 ner) MnapeH4yecKas CMEepTHOCTb [leTcKaa cCMepTHOCTb
1991 1,60* 17,8 21,8
1992 1,49% 18,0 219
2000 1,20%* 15,3 19,3
2001 1,31* 14,6 18,6
2002 1,220 13,3 16,9
2011 0,887 7,4 9,4
2012 0,987 8,6 10,6
2013 0,917 8,2 9,9
2014 0,860 7,3 9,1
2015 0,752 6,5 8,0
2016 0,684 6,0 7,4
2017 0,548 5,6 6,9
2018 0,541 51 6,3

lNpumevarne. * — 0-14 nert.
Note. * — 0-14 years.




Ta6nuua 3. [eHaepHble pasnnyns CMEPTHOCTHU AETCKOro HaceneHus Poccuitickon degepaumu, 2018 r. (Ha 100 Thic. COOTBETCTBYIOLLErO BO3pacTa)
Table 3. Gender differences in child mortality in Russian Federation, 2018 (on 100 000 age-appropriate)

0-4 127,5 102,3 1,32
5-9 20,1 15,1 1,47
10-14 30,4 18,9 1,69
15-17 65,9 34,4 2,01
0-17 62,3 45,3 1,45

Ta6nuua 4. CMepTHOCTb AETCKOro HaceneHus Poccuitckon ®eaepaunm B 2018 1. no mecTy xuTenbctea (Ha 100 Tbic. aetew
COOTBETCTBYIOLLEro Bo3pacTa)
Table 4. Child mortality in Russian Federation in 2018 at the place of residence (on 100 000 age-appropriate)

% OT BCeX c/ly4aeB CMepTh

0 502,4 464,5 616,6 30,6
0-4 115,3 106,1 142,2 31,5
0-17 54,0 63,6 32,4

Ta6nmua 5. CMepTHOCTb AETCKOro HaceneHus B defepasnbHbix OKpyrax Poccuitckoin depepaLimm
Table 5. Child mortality in federal district of Russian Federation

Poccwuiickas ®epepauns 7,4 51 9,4 6,3 88,7 54,1
LleHTpanbHbIn 6,5 4,8 8,2 59 76,0 51,6
CeBepo-3anagHbin 54 4.2 7,3 53 72,3 47,9
FOXKHbBI 71 4,6 9,2 5,6 84,1 49,4
CeBepo-KaBKasckuii 13,0 6,9 15,8 8,7 120,4 63,7
MpUBOMKCKUNI 6,3 4,8 8,2 59 80,2 49,8
YpanbcKkui 6,6 4,8 8,6 6,2 87,0 54,7
Cnbupckun 7,8 6,1 10,3 7,6 105,2 62,6
[anbHEeBOCTOYHbIN 9,1 54 11,7 7,0 113,4 62,4

B 2018 r. Ha 40110 BCEX CENTbCKUX XKUTENEN NPUXOANIOCH
25,6% BCero HaceneHus, Ha HOBOPOXAEHHbIX, COOTBET-
CTBEHHO, — 25,4%, a Ha geten B Bo3pacte 0-14 net —
27,7%, Torga Kak cpeau BCex ymMepwwux geten OUKCHUpo-
Banocb 32,4% »utenen cena. Ewe 6onee KpacHopeymBbl
[JaHHble O MPUYMHAX MNALEHYECKOW CMEpPTU: Ha CEeNbCKUX
MnageHueB npuxoannock novtn 40% Bcex cnyyaeB netasb-
HbIX MCXOA0B OT 60/71€3HEN OPraHoB [bIXaHWs U OT BHELWHMX
npuynH. Oco6eHHO 60/bLION BKIA4 B CMEPTHOCTb CE/IbCKUX
[eTen BHOCHAT Takne NpUUMHbI, Kak 6071e3HM OpraHoB [bixa-
HWSA Ha NepBOM rofy Xu3Hu (56,1%) n BHelWHWe NPUYUHbI —
61,3% B Bo3pacTe 5-17 neT.

Poccusa BoO MHOrom otiMyaeTtcs oT cTpaH EBponenckoro
perMoHa — OGLIMPHOCTBIO TEPPUTOPUKU, YUCIEHHOCTbLIO
W YCNOBUAMMU MPOXKMBAHWUSA HAaceNeHnss B pasfiMyHbIX Perno-
Hax. CnegoBaTeNibHO, BaXKHbIM, MOXHO CKa3aTb, 0653aTeb-
HbIM, IBASIETCA PerMoHanbHbIM NOAXOA K N3YHEHMIO U OLEHKE
COCTOSIHUS 340POBbs HaceneHus [5].

MepBoHavYanbHOE MpeACTaB/EHUE O pPEerMoHanbHbIX
0COBGEHHOCTSAX CMEPTHOCTM AETCKOro HacesneHus aaeT ee
pacrnpocTpaHeHHOCTb Mo deaepasbHbIM OKpyram (Taén. 5).
HanmeHee HW3KMe nokasaTenn oHa umeeT B CeBepo-
3anagHomMm, a BbicokMe — B CeBepo-KaBKka3ckom, Cubup-
CKOM ¥ [danbHEeBOCTOYHbIN OKpyrax. [puyem Bean4MHa
pas3HULbl MeXay HAMW BO BTOPOM [ECATUAETUM TEKyLLero
cTonetTus 3aMeTHO ynana. Tak, mexay CeBepo-KaBKa3cKkum
1 [lanbHEeBOCTOYHbIM OKpYraMu pasHuua No MaageH4YecKon
cmepTtHocTM B 2011 r. coctaBnsana 140,7%, a B 2018 r.—
64,3%, B LLeNOM Xe Mo AETCKOMY HaCefleHUI0 — COOTBET-
CTBEHHO 66,5 1 32,9%.

Mpexae 4em npeacTaBuTb Ha NpUMeEpPe MAaaeH4YecKon
CMEPTHOCTU AaHHbIE O Pa3HWLLE MEXKAY YPOBHAMKU CMEPTHO-
CTW AETCKOro HaceNneHUs B KOHKPETHbIX pernoHax, npuene-
4yeM BHUMaHWe K cnegyloulen Metoamyeckon npodneme. MNpu
aHanMse pervoHanbHblX 0COGEHHOCTEN CMEPTHOCTU AeTen
cneayeT UCKIoYaTb TEPPUTOPUK, Tae B TEHEHME KaNeHJapHO-
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ro rofa poxaaetcst OTHOCUTENbHO Masioe YMCIO POAUBLUMXCS
MBbIMW. [leno B TOM, 4YTO MpPW HE3HAYUTENbHOM 4ucne
POAMBLUMXCS MOKa3aTenb MIaAEHYECKON CMEPTHOCTU MOXKET
KonebaTbCs B LUMPOKKX Npefenax, He UCNbITbIBas NpU 3TOM
AOCTOBEPHbIX BAUAHUM [1]. OanH M3 Hanbonee SpKUX nNpu-
MepoB TOMy — KonebaHus B HeHeLLKOM aBTOHOMHOM OKpY-
re, rae Benn4MHa nokasartens B 1999 r. paBHanacb 19%o,
aB 2000 r. — 24,4%0, B 2010 1. — 5,7%0, a B 2011 1. —
10,7%o; B 2017 1. — 6,0%0, @ B 2018 1. — 1,6%eo.

Mcxoaa M3 BblLEU3NOKEHHOro, B NepevyeHb PernoHoB
C MUHMMaNbHbIMW W MaKCUMasbHbIMKU 3HAYEHWUAMU MAa-
[EHYECKON CMEPTHOCTU (Tabsl. 6) He BKIIIOYEHbBI TEPPUTOPUN,
Ha KoTopbix B 2018 r. poaunocb MeHee 4 TbiC. YeNoBeK
(HeHeuKMA aBTOHOMHbIM OKpyr, Pecnybnuka Kanmbikus,
Pecnybnuka Antan, Kamuatckuh Kpaun, MaragaHcKkas
obnacTb, EBpeicKkas aBTOHOMHasa 06nacTb, HyKOTCKUIM aBToO-
HOMHbIN OKpYr), TeM 6051ee 4TO B Ha3BaHHbIX TEPPUTOPHUab-
HbIX eiMHMuax ymepno Bcero 95 peteit (1,2% OT ymepwux
Ha MNEepBOM rO4y KWU3HW), T.€. UX UCKIIOYEHME HEe MOrno
CKas3aTbCsl Ha 3aKOHOMEPHOCTAX PErmOHabHbIX BapuaLui.
TaKKe M3 aHanM3a No NOHATHOM NPUYMHE UCKIoYMIK KpbiM
n CeBacTtonosnb, W60 NpPoBOAWUNM cpaBHeHne ¢ 2011 T.

K TeppuTOopMaM C MUHUMANbHBIMU M MaKCUManbHbIMU
3HaYeHUAMU MNageH4YeCcKoM CMEPTHOCTU OTHECEHbI Te peru-

OHbl, NMOKa3aTenu KOTOpbIX OblM HWXKE WAW Bbllle cpea-
HEPOCCUMINCKOro MnokasaTens Ha BeNWYMHY CTaHZapTHOro
OTKNOHeHMsa (M % o). B 2011 r. caMblt HU3KWI ypOBEHb MNa-
OEHYEeCKON cMepTHOCTM nmena YyBalickasa Pecnybnuka —
3,5%0, a cambll BbICOKMN — 17,5%0 — YeyeHcKas
Pecnybnunka, T.e. padHuua 6blla NATUKPATHOM, Torga Kak
B 2018 r. — TpexKkpaTHo (2,8%0 B CaxannHCKOW 0b6nacTy,
9,4%0 B Pecnybnvke TbiBa). TakMM 06pa3oM, MOXKHO ONATb
KOHCTaTMPOBaTb KaK YMEHbLUEHWE pa3HuLbl MeXay MnoKa-
3aTensiMu MnageH4YecKon CMepTHOCTM B pernoHax Poccuu,
TaK M npuopuTeT Npobiembl ee cHUKeHUs B CeBepo-Kas-
Ka3ckoM, CMBMPCKOM M [JanbHEBOCTOYHOM OKpYrax.

OaHako, Mpu aHanu3de pervoHaNbHbIX 0COBGEHHOCTEWN
CMEPTHOCTM AETCKOro HaceneHus HeobxoanMo y4muTbIBaTb Npo-
61emMy HegoydeTa MnageH4ecKon cMepTHOCTU. OAHUM U3 Kpu-
TepueB, NO3BOASIOWMX C BbICOKOM BEPOATHOCTbIO KOHCTaTW-
poBaTb HeAOyYeT, SBNSETCA 3aMeTHOe MpeBblIlEHNE YPOBHS
COOTHOLIEHUS YWUCna yMEPLIMX Ha NEepBON Hefene XW3Hu
K 4yMcny MepTBOpOXKAeHMI. B 60nblUMHCTBE cTpaH EBpocoto3a
3TO COOTHOLLEHWE He NPEBbIWAET BeNUYMHbI 1:2 [2].

AHann3 yKkasaHHOW 3aKOHOMEPHOCTM MO pernoHam Poc-
CUKM NoKasbliBaeT (Tabn. 7), 4To, BO-NEPBbIX, C NEPEXOAOM
cTpaHbl B 2012 1. Ha MeXAyHapOoaHble KPUTEPUN perncrpa-
LMW MEPTBO-U KMBOPOKAEHWIA BeNMYMHA OO6CYKAAEMOro

Ta6nuua 6. PervnoHanbHoe pacnpegeneHne MnageH4eckon cmepTHocTy B XXI B.

Table 6. Regional distribution of infant mortality in XXI century

MuWHUManbHbIN
TatapcTtaH.
Mokasarenb 4,9%o0 U HUKE

Pecny6nvka YyBawws, Tam6oBCcKas 0611.,
C.-MeTepbypr, CaxanuHckas 061., Pecnybnunka
Komu, KanuHuHrpaackas o6:., Pecnybnavka

CaxanuHcKas 061., XaHTbl-MaHcuickuin AO-HOrpa,
Pecny6nvka Mopaosus, JleHuHrpaacKkas, fpocnaBckas,
JNuneukas o6n., C.-MeTepbypr, M BaHOBCKas,
TiomeHcKasi, Tamb6oBcKas 06., Pecnybnunka Agbires.
Moka3sarenb 3,9%o0 U HUXKe

Pecny6nmku YeveHcKkas, [larectaH,
MaKcumanbHbIn AO, AMypcKasi U XabapoBcKas 061.,
MpumopcKkui n KamyaTckuin Kpai.
Moka3arenb 9,7%o U Bbllle

MHrywetus, ToiBa, Antan; Amano-HeHeuKuin

Pecny6nvku TbiBa, AnTai, KapayaeBo-Yepkecckas,
[arecTaH; AnTaickuin Kpan, MpkyTckas o6n.,
3abalKanbCKui Kpai, YeyeHcKaa Pecnybnuka,
CraBpononbCcKuit Kpam, KypraHckas, OmcKas

1 CmMoneHcKas 061.

Mokasarenb 6,3%o U Bbllwe

Ta6nunua 7. CooTHOLWEHWE YMEpPLUUX B NepBble 168 4 KU3HM U MEPTBOPOXKAEHHbIX B pernoHax Poccuickon ®egepaumu (> 1:4 8 2017 1.)
Table 7. Ratio of died in first 168 hours of life and stillborn births in regions of Russian Federation (> 1:4 in 2017)

Poccuiickas depepaums 1,7 2,7 2,9 YyBauwcKasa Pecny6nunka 3,8 7,1 8,5
Bnagnmupckas o6n. 2,8 5,0 55 KupoBsckas o6n. 2,1 9,9 6,0
MBaHoOBCKas 061. 1,6 3,0 9,1 [MeH3eHcKas 06n. 1,7 36,0 7,0
Kany»kckas 06:. 1,5 2,2 5,0 Camapckas 061. 2,0 1,8 4,0
PazaHckas 0671. 1,4 3,4 5,5 CapatoBcKas 067. 2,6 3,7 4,6
CMmoneHcKas 0611. 1,2 2,3 4,2 KypraHckas o61. 1,7 2,4 57
Tamb6oBCKas 0671 41 13,0 16,5 TomcKas o671. 1,8 18,0 4,9
KanuHuHrpaackas o6n. 3,1 2,5 5,0 3abaiKanbCKuit Kpan 3.9 3,5 4,1
Pecny6nuka Agpires 2,2 3,7 4,6 Pecny6nunka Coxa (AKyTMA) 1,8 2,2 59
Bonrorpaackas 1,6 2,6 4,6 Xab6apoBCKKUit Kpaw 1,7 4.8 7,0
gz?s;éanMH;EanKapcxaﬂ 2.2 19 6.3




KpUTepus 3Ha4yMmo Bbipocna — ¢ 1,7 o 2,9, a BO-BTOPbIX,
MMeeTcs paa PervoHoB, rae B nepuHaTanbHOM CMEPTHOCTU
Ha [40/t0 MePTBOPOXKAEHHbIX Npuxoantcea 6onee 80% (> 1:4).
Takum 06pa3oM, eCTb BCE OCHOBaHWA 3aK/I0YUTb, YTO
B OTAENbHbIX PErMoHax npoaosKaetca dakTnudyeckas danb-
cudUKaLmsa ypoBHS MNaeHYECKOM CMEPTHOCTM NyTeM nepe-
6poca aeTen, pOAMBLUUXCS UBbIMW, B MEPTBOPOXKAEHHbIE.
Tomy noaTBepxaeHne — npuBegeHHas BceMupHbiM 6aHKOM
OLleHKa ypoBHSI MNlaleHYEeCKOW CMePTHOCTU B Poccuinckon
depnepaunn B 2018 r.: 6,1%0 (cornacHo Hawum pacyeTam
no metoguke J1.I. CyxaHoBoun [6] — 6,9%o0) npotuB 5,1%0
JaHHbIX PoccTtaTa.

AHann3npys OCHOBHbIE MPWYMHBI CMEPTU AeTen W nog-
pocTkoB B Poccuiickon ®enepaunn B XXI ctonetuu, cneny-
eT 06paTuTb BHUMaHWE Ha crnepyloume 3aKOHOMEPHOCTH
(Tabn. 8). CMepTHOCTb [AETCKOro HacefeHuss PpaKTU4EeCKM
(B8 90%) obycnoBnunBatloT 7 KiaccoB 60Me3HEN, U OHa B TEKY-
LLIEM CTONETUM, 3a UCKITOYEHNEM BONE3HEN HEPBHOW CUCTE-
Mbl, MPaKTUYECKM CHU3MNACb OT BCEX MPWUYMH B 2 pasa.
OCOBGEHHO BbICOKMI TeMN YObUIM OTAM4yan 60se3Hn opra-
HOB [bIXxaHus, 4TO, 6€3yCNOBHO, CBA3@HO C BHEAPEHWEM
B HauMoHanbHbIn KaneHaapb NpoduiakTUY4eCKUX NpUMBUBOK
HOBbIX BaKLMH, 3alMLLaloWMX OT Pa3BUTUS TAKENOM MHe-
MOHUU (Hanpumep, NPOTUB NMHEBMOKOKKOBOW M reModusb-
HOM Tuna b uHdpeKunn). B pesynbtaTe, B CTPYKTYpPE MPUYMH
CMEPTHOCTU AETCKOro HaceneHus OHKU, Kak U UHPEKLMOHHbIE
M napasuTapHble 60Me3HKU, MepecTann urpatb 3aMeTHYIO
pofb, YCTYNMB CBOM MeCTa NaTofNiorMM HEpPBHOW CUCTEMbI
M HOBOOGpPa30BaHUAM.

AGCOMOTHO BeAyLMMWU NPUYMHAMM CMEPTHOCTU AETCKOro
HaceneHust coBpemMeHHon Poccun ocTaloTcs BHELWHUE BO3-
LENCTBUSA, OTAENbHbIE COCTOSIHUSl, BO3HMKaloWWe B MNepu-
HaTaNbHOM Mepuoge, U BPOXAEHHble aHoManuu. B uenom
Ha yKa3aHHble npuynHbl npuxoaunock 71,8% B 2002 1., 71%
B 2011 r. n 68,5% B 2018 r. CnegoBaTesibHO, NpodUNaKTm-
Ka HacneaCTBEHHOW U MepuHaTtalibHOM NaToNoruu, a TaKkxe
HeraTMBHbIX COLMaNbHbIX BO3AENCTBMI OCTaeTcs NPUopUTET-
HOW 3agavyen B cOepexeHnn JETCKUX MUSHEN.

MpU4nHbl AETCKOW cMepTHOCTU. CTpyKTypa M 4acToTa
NMPUYUH CMEPTHOCTU AETCKOro HaceneHus pasfnyHblX BO3-
pacTHbIX FPynn CyWeEeCTBEHHO oTanyaloTes. lpuopuTteTHoe
3HavYeHue npuaaeTcs Bo3pacTty 40 5 f1eT, B KOTOPOM paKTopbl
OKpyXKatoLlen cpeabl Hanbosiee CUIbHO BAKSIOT Ha 340POBbE

pebeHKa [3]. KpacHope4yrBoe CBMAETENLCTBO TOMY — cneay-
oW daKT: ecnv B BO3PaCTHOM CTPYKType AETCKOro Hacene-
Hua Poccum B 2018 1. Ha AaHHbIA KOHTUHIEHT NPUXOANIOCH
30,5%, To B CTPYKType ero cMeptHocTn — 65,1%.

AHann3npys MpuYnHbl CMEPTHOCTU AeTen B nepBble
naTb NeT W3HW B coBpemMeHHon Poccuu, cneagyer obpa-
WaTb BHMMaHWE Ha chneaylolme MeauKOo-CTaTUCTUYECKMe
3aKOHOMepHOCTK (Tabn. 9). XapaKtep NPUYNUH CMEPTHOCTHU
B MJaJeHYeCKoM BO3pacTe onpeaensieT Ux B OCHOBHOM
3HAOreHHOE MPOUCXOXKAEHME — COCTOSIHUS, BO3HMKatoWme
B NepuHaTasbHOM Mepuoae, M BPOXKAEHHbIE aHOMaIuu
(72,1%). Ha BTOpOM-NSTOM rofax *M3HW Ha NepBOe MEeCTO
BbIXOAMWT Y}e couuanbHbin GaKTop: BO3pacTaeT B pasbl posib
BHELWHMX NMpuymH (¢ 6,4 no 36,2%), a TakkKe yaenbHblM BeC
HoBooGpa3oBaHun (0,8 n 11,2%) n 60ne3Her HepBHOM
cuctemsbl (2,9 n 14,5%).

MpUYnHbI MN1aaeH4YeCcKon cMepTHOCTU. MrageHyecKkas
CMEPTHOCTb COXPaHAET JOMUHMPYIOLLEE MECTO B CMEPTHOCTHU
[IETCKOro HaceneHus [7], XoTa HeNlb3s He OTMETUTb BO3pac-
TaHWe poau nocTMnageH4yeckoro nepuoga. Ecnm B 2011 r.
Ha CMEepPTHOCTb [JeTel NepBOro rofa *M3HW OT Yucna ymep-
Wwux B Bo3pacte 0—17 net npuxoannocb 56%, a Ha AETCKyto
cMepTHOCTb — 79,9%, T0 B 2018 I. ypoBEHb yKa3aHHbIX
ponen coctaBnan 50,7 n 77,8%.

Kak no 4yacToTe, TaK M Mo CTPYKType NPUYNH, CMEPTHOCTb
B MNafJeH4YecKOM BO3pacTe OT/IMYaeTcs B pas/inyHble ero
nepuoasbl (taén. 10).

Ha coBpemMeHHOM 3Tane, HecMoTps Ha pocT B 2012—
2013 rr., cBSI3aHHbIK C NEPEXOAOM Ha MexAyHapOoaHble
KPUTEPUU PErUCTPaLIUM POXKAEHWUWA, MPOMU3OLWIO 3HaA4u-
TeNbHOE, NOYTK B 2 pasa, CHUXKEHUE HEOHaTaNlbHOW CMepT-
HOCTU. B TO e Bpemsa daKTU4eCKM oTMedyaeTcs cTarHa-
LUMS YPOBHS MOCTHEOHaTallbHOM CMEPTHOCTU. YKa3aHHyo
pasHuUy B AMHaAMUKe MoKa3aTesen CMEPTHOCTU MOXKHO
06DBACHUTL cneaylwmMmMmmn obetoaTenbctBaMu. CHUKeHne
HeoHaTa/lbHOM CMEepPTHOCTU, C OAHOM CTOPOHbI, 6bI10 06Y-
C/IOBNIEHO [JOCTMXKEHUAMW MNEPUHATONOIMKN, OTKPbITUEM
BbICOKOTEXHOJIOMMYHbIX MepPUHaTaNbHbIX LLEHTPOB, a C ApY-
ror, 0 YeM CKa3aHOo Bbllle, — CYLECTBYIOLWNM HEAOYHETOM
cllydaeB CMepPTU HOBOPOXKAEHHbIX. YTO KacaeTca daKTuye-
CKOW CcTarHauuu nocTHeoHaTalbHOM CMEPTHOCTH, TO MOXX-
HO C BbICOKOM A0Nen BepOosATHOCTM MpPeanooXuTb, 4YTO
ee NpUYNHON ABNSIETCS CcTarHauua B LEIOM coLManbHO-

Ta6nuua 8. [luHaMvKa nNoKkasaTenen CMepTHOCTK JeTern B BodpacTe O—17 net B Poccuiickon Peaepaumm B XXI BEKE MO OCHOBHbLIM Knaccam
6onesHei (Ha 100 TbiC. ieTen COOTBETCTBYIOLLEr0 BO3pacTa) u Temn yobiaun, %
Table 8. Child mortality dynamics (aged 0—17) in Russian Federation in XXI century according to major diseases (on 100 000 age-appropriate)

and reduction rate, %

Knaccbl 6one3Hei no MKB-10 2002 2018 2018/2002rr.
Bcero ymepLumx oT BCex MpuUynH 122,5 54,0 -55,9
NHbeKLMOoHHbIe 1 Napa3uTapHble 601e3HU 5,0 2,3 -54,0
HoBooGpa3oBaHUs 5,7 3,0 -47,4
BonesHu HepBHOWM cUCTEMBI 53 4,2 -20,7
BonesHu opraHoB AblXxaHWUs 8,6 2,3 -73,2
OTaenbHble COCTOSAHUS, BO3HMKalOLWME B NeprMHaTanibHOM nepuoae 28,2 13,6 -51,8
BpoxaeHHble aHomanuu 18,0 8,0 -55,6
TpaBMbl, OTPaBNEHUSA U HEKOTOPbIE APYrMe NOCNEeACTBUSA BHELWHUX MPUYMH 41,8 15,4 -63,6
Mpo4ne 60ne3Hun 9,9 52 -4,0
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Ta6nuua 9. [letckas cmepTHOCTb B Poccuiickon ®enepaumm B 2018 1. No OCHOBHbIM Knaccam 6one3Hen (Ha 10 TbiC. COOTBETCTBYIOLLErO

BO3pacTa)

Table 9. Child mortality in Russian Federation in 2018 according to major diseases (on 10 000 age-appropriate)

0-4 Aol 1-4

HekoTopble MHOEKLMOHHbIE U Napa3uTapHble 601e3HKU 3,4 2,2 0,3 35,9
HoBoo6pazoBaHus 2,0 0,4 0,35 779
BonesHu HePBHOM CUCTEMDI 3,5 1,5 0,45 57,5
BonesHu opraHoB fbIxaHus 3,4 2,3 0,2 32,0
CoCTOsIHUS, BO3HUKAlOLLME B NepuHaTaibHOM nepuoae 25,0 25,0 - -

BpoxkaeHHble aHOManuu 12,9 11,2 0,4 13,0
';r:ae?ur\ﬁ:;(?g:f;fwﬂ 1 HEKOTOpbIe ApYrve NocneacTBus 8.7 32 11 61,5
G T e o o
Mpoune 3,6 2,7 0,3 26,2
Wtoro 63,0 51,0 31 22,2

Ta6auya 10. JuHamuKa coCTaBnAoWMX MIaaeHYecKom cMepTHOCTU B Poccuitickon ®egepaumnn (Ha 1000 poanBLLMXCS KUBbIMM)
Table 10. Infant mortality dynamics in Russian Federation (on 1000 live births)

MnapeH4yeckas 7,4 8,6 8,2 7,3 6,5 6,0 5,6 51 31,1
HeoHaTanbHas 4,6 5,5 5,0 4,3 3,8 35 3,2 2,7 41,3
PaHHAa HeoHaTanbHas 2,2 2,1 3,2 2,8 2,4 2,2 19 1,4 36,4
MocTHeoHaTanbHas 2,8 31 3,2 3,0 2,7 2,5 2,4 2,4 14,3

3KOHOMMWYECKOW CUTyaLMKn B CTpaHe BO BTOPOM Aecatune-
TUU TEKYLLErO CTONETHS.

Ha nepBom mecsile WU3HM baKTUYECKU BCIO BeMYUHY
noKasaTenss cMepTHocTM (B 95%) onpeaenstoT OTaeNbHble
COCTOSIHUS, BO3HUKalOLLME B NepuHaTanbHom nepuoge (75,0%),
N BpoOXaeHHble aHoManuu (20,7%). N ecnn pasHuua mMexay
CMEpPTHOCTbIO Ha MEPBOM M Ha BTOPOM-YETBEPTOM Hedensix
U3HU CBOAMTCS K HE3HauyuTeNbHOMY nepepacnpeneneHuio
WX YAENbHOro Beca, T0 B CTPYKTypy MOCTHEOHAaTaslbHOM CMepT-
HOCTV 3HA4YMMO BKIMHUBAETCA apyras natonorus (taén. 11).

CBOIO MPUOPUTETHYIO pPOnb Knacc «OTaesbHble COCTO-
AHUS, BO3HWUKaWOWME B MNepuHaTalbHOM nepuoae» urpaet
B HeoHaTalbHOM nepuojae, rae Ha Hero B 2018 r. npuxoau-
nocb 81,8% cny4aeB CMepTU HOBOPOXKAEHHbIX. B CTpyKType
HeoHaTaNbHOM CMEPTHOCTV BeaylwMe MNO3ULMK 3aHUManu
reMopparM4yecKmMe HapyleHUs y BHYTPUYTPOOHOro pebeHKa
M HOBOpOXAEHHOro (19,8%), AbixaTeNbHOE pPaCcCTPOMCTBO
HOBOpPOXAEeHHOro (anctpecc) (16,1%), 6akTepuanbHbiv cen-
CUC HOBOpOXAeHHoro (12,8%), BpOXAeHHass NMHEBMOHMUS
(9,9%), BHYTPUYTPOOHas TUMOKCKUS U achUKCKUs B podax
(8,4%). B nocTHeOHaTaNbHOM CMEPTHOCTM GaKTUUYECKM Kax-
OblV NATbIM pe6EeHOK NornéaeT oT MHOEKLMOHHbIX U Napa3u-
TapHbIXx 60n1e3Hen M 3aboneBaHW OpraHOB AbiXxaHus, T.e.
OT NMPUYKH, CHUTAIOLLMXCS NPESOTBPATUMbIMMU.

Henb3sl TakKe He 06paTUTb BHUMaHWS Ha OENCTBME TaKMX
coupanbHblX GaKTopoB, KaK TpaBMbl, OTPaBNEHUS W Apyrue
NOCNEACTBUS BHELUHUX NPUYKUH. O BAUSHUKM COLMANbHbIX NMPW-
YMH Ha MNafeHYEeCKyld CMEPTHOCTb CBUAETENbCTBYIOT TaKKe

[lBa crneaytoLlmx nokasartenss — CMepPTHOCTb BHE CTalMoHapa
W B MepBble CYTKM rocnuTannsdaumu: nx yposeHb B 2018 T.
coctaBnan B Poccuiickon degepaumn COOTBETCTBEHHO
20,9 n 15,7%, T.e. U3 ymeplwunx B rpyaHOM BO3pacTe Kar-
bl TpeTUM pebeHOoK GaKTUYECKM He Noy4un MeanuuUUMHCKON
nomouwn [4]. Becbma yb6eauTenbHO O cOLMaNbHOW OKpacKe
CMEPTHOCTU Ha AOMY FOBOPWUT CMHAPOM BHE3aMHOM CMepTU
MnageHua (291 cnyyan), oAMH U3 Bedylmx GaKTOpoB pUCKa
KOTOPOro — coumasbHO Ae3aaanTMpoBaHHble cemMbM [8].
MpUYNHBI CMEPTHOCTU AEeTel CTapLUMX BO3pPaCTHbIX
rpynn. CMepTHOCTb JeTen B Bo3pacTe cTapwe 5 net omiu-
YyaloT cnegyoune MeanKo-CTaTuCTUYeCKne 3aKOHOMEPHOCTH
(Tabn. 12).
K 18-netHemy Bo3pacTy:
® POMUCXOAMT 3aMETHbIM POCT YPOBHSA CMEPTHOCTM OT
6one3Hen cucteMbl KpoBoobGpauweHus (5,4 pasa)
M BHEWHWX NpuymH (4,5 pasa). Ho ecnu yaenbHbIn Bec
nepBbix CKPOMeH (4,5%), TO BTOPbIM MPUHAANEKNT rna-
BeHcTBYylowee MecTo (56,5%);
® nepecTalwT urpaTb BECOMYIO POSib NpeaoTBpaTMMble
NMPUYUHBI — HEKOTOpble MHGEKLMOHHbIE M Napa3uTap-
Hble 60/1€3HM U 3ab60NeBaHUs OPraHoOB AblXaHUs (Ha HUX
nagaet Bcero 4,5%);
® BTOpPOE W TPETbE MECTO B CTPYKTYpe CMEPTHOCTU 3aHM-
MaloT (B cymme 22%) TpyAHO NpeaoTBpaTvMble MPpUyK-
Hbl — 60Ne3HW HEPBHOMW CUCTEMbI (BeayLiasi NaTtoNorng:
uepebpanbHbli Napanuny, anuaencus, BocnaauTeNbHble
3a60/1eBaHUSA LIEHTPANbHOM HEPBHOM CUCTEMbI) U HOBO-



Ta6nuua 11. MnageH4eckas CMepPTHOCTb MO OCHOBHbIM Kiaccam 6one3Hew B Poccuitickon deaepaunm B 2018 1. (Ha 10 Thic.
COOTBETCTBYIOLLEro Bo3pacTa)
Table 11. Infant mortality according to major diseases in Russian Federation in 2018 (on 10 000 age-appropriate)

MNMokasarenb B % K UTOry MokasaTtenb B % K UTOry MNMokasarenb B % K UTOry
HekoTopble MHGEKLUOHHbIE 2.2 4.4 0,08 0.3 21 9.3
1 Napa3uTapHble 601e3HU
HoBoo6pa3oBaHUs 0,4 0,9 0,07 0,3 0,4 1,6
BonesHu HepBHOWM CUCTEMBI 1,5 29 0,06 0,2 1,4 6,2
BonesHu opraHoB AbixaHus 2,3 4,7 0,15 0,6 2,2 9,6
CocTosiHMS, BO3HMKaloLWme 25,0 49,8 20,5 75,0 46 19,9
B NepuHaTtasbHOM nepuoje
BpoxaeHHble aHomanuu 11,2 22,3 5,65 20,7 5.6 24,3
TpaBMbl, OTPaBNEHNUS U HEKOTOPbIE 32 6.5 0.4 13 29 126
Apyrue nocneacTBUS BHELHWUX NPUYUH
CMMNTOMbI, MPU3HAKK, OTKNOHEHUS
OT HOPMbI, He KnaccuduumpoBaHHble 2,5 5,0 0,3 1,1 2,2 9,6
B APYrux pybpuKax
Mpoune 2,7 3,5 0,15 0,5 1,6 6,9
Mtoro 51,0 100,0 27,3 100,0 23,0 100,0

Ta6nuua 12. MNMpuynHbl CMEPTHOCTU AETeN cTapluiero Bo3pacrta B Poccuitickon deaepaunm B 2018 1. (Ha 100 TbiC. A€TEN COOTBETCTBYIOLLENO
Bo3pacTa)
Table 12. Mortality causes of older children in Russian Federation in 2018 (on 100 000 age-appropriate)

Mokasarenb
e e
HoBoo6pa3oBaHUs 2,5 2,6 3,0 2,7 9,8
BonesHu HepBHOWM CUCTEMBI 3,0 3,3 4,0 3,3 12,2
BonesHu cuctemMbl KpOBOOGPALLEHNUS 0,5 0,9 2,7 1,1 4,1
BonesHu opraHoB AblxaHWUs 0,6 0,7 0,7 0,7 2,5
BonesHu opraHoB nuleBapeHns 0,2 0,3 0,5 0,3 1,1
BpoxaeHHble aHomanuu 1,6 1,1 1,3 1,3 4,9
gv:;;:gy;;;pew:giccmdmu.MposaHHble 08 12 19 12 42
Sy HoGheRETANA B P 7 134 35.0 153 56.5
Mpouve 0,6 0,9 0,8 0,7 2,7
Bcero 18,1 24,8 50,5 27,1 100,0

06pa30BaHUs (IeMKeMUs, 3/10KaYyeCTBEHHble HOBOOO-
pa30BaHUS HEPBHOW CUCTEMDI);
® T[/IaBEHCTBYIOLLEE )K€ MECTO [MPUHALNEKUT Kiaccy
«TpaBMbl, OTpaB/IEHU U HEKOTOpble Apyrue nocnea-
CTBUS BHELWHMX NMpuynH». B geTckom Bo3pacTte cmepT-
HOCTb OT BHELWHMX NPUYMUH HapacTaeT 1aBMHOOOGPA3HO.
Ecan uyucno ymepwwux B Bo3pacte 5-9 neT npuHaTb
3a 100, To B 10-14 net oHo 6yaeT coctaBnate — 151,6,
aB15-17 netr— 212,8.
CMepTHOCTb OT BHELWHUX NpuYUH. Knacc «TpaBmbl,
OTpaB/IEHUA U HEKOTopble [ApyruMe MoCneiCTBUA BHELIHKUX
NPUYKUH» GBNASETCA Hanbonee APKUM U yoeauTenbHbIM CBU-

[eTenbCTBOM PO/n coumanbHoro dakrtopa B GopMMpoBaHmm
3[0pOBbS AETCKOro HaceneHus. 310 onpeaensier Heob6xoam-
MOCTb 60/iee NOAPOGHOIr0 3HAKOMCTBA C KOHKPETHbIMU NpPHK-
YMHaAMM CMEPTHOCTU JaHHOro Knacca (tTabn. 13).

Mpexpae Bcero, cnegyer OTMETUTb, YTO BHELWHWE MPUYn-
Hbl MO CBOEMY YPOBHIO BECbMa 3Ha4UMbl HE TONIbKO B NOA-
POCTKOBOM, HO M B MJlaleHYeCKOM BO3pacTe. XoTa B rpya-
HOM BO3pacTe Ha BHELWHWEe MPUYUHbI NPUXOAUTCH BCEro
6,5%, oAHaKo WX MOKasaTeflb Bbille, YEM B nocneayouwme
13 net. o cBOEMYy YpOBHIO OH COMOCTaBMM C TaKOBbIM
B 15-17 net (32,6 n 35,0 Ha 100 TbIC. A€ETEN COOTBETCTBEH-
HO), 0 4eM He cneayeT 3abbiBaTb NpU pa3paboTKe Meponpu-
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Ta6nuua 13. CMepTHOCTb AeTer OT BHEWHMX NpuymH B Poccuiickoin depepaumm B 2018 r. (Ha 100 Thic. ieTel COOTBETCTBYIOLLErO BO3pacTa)

Table 13. Child mortality from external factors in Russian Federation in 2018 (on 100 000 age-appropriate)

— Bospacr, ner

Oo1l 1-4 0-4 5-9 10-14 | 15-17 5-17 0-17
I‘;ii"e";’('ﬁ‘;;‘;asggmmr :s:f;‘;pb'e Apyrne 32,6 11,3 15,1 7.7 13,4 35,0 15,3 15,4
[ OpPOXKHO-TPAHCMOPTHbIE MPOUCLLECTBUSA 1,8 1,8 1,8 2,0 2,9 8,7 3,7 31
Mapexns 0,4 1,1 1,0 0,4 0.4 1,3 0,6 0,7
Cny4ariHble yTonaeHus 1,5 1,1 1,2 1,6 2,3 2,4 2,0 1,8
CnyyawiHoe yaylweHue 16,7 0,9 3,7 0,3 0,5 0,8 0,5 1,5
CnyyaviHble oTpaBneHusa 6e3 ankorons 0,6 1,2 1,1 0,7 0,8 1,4 0,9 0,9
Camoy6uicta - - - 4cn. 1,3 6,8 1,9 1,3
MNMoBperaeHnsa ¢ HeonpeaeneHHbIMY HaMePEHUAMU 8,0 2,8 3,7 1,4 3,6 9,9 3,9 3,9
Mpoune 4,6 4,7 4,7 2,4 2,8 6,4 3,3 3,8
K utory, % 11,6 18,6 (30,2) 15,1 22,6 321 (69,8) 100,0

ATUIM, HanpaBfiEHHbIX Ha CHW}KEHWE CMEPTHOCTU B LETCKOM

Bo3pacre.

Heob6xoanMo TaKKe OTMETUTL U CeaytoLline NoBo3pacT-
Hble 0CO6EHHOCTM YKa3aHHOro Kiacca NpuyMH CMEPTHOCTH
LeTen 1 NoapOCTKOB.

e [lonoBuMHa cMmepTen B rpyaHOM BO3pacTe OT BHELWHWX
NPUYUH NPUXOAMTCS Ha ChyvyarHble yaylweHus (275 cny-
yaeB). OTMevaeTcs WX BbICOKasi KOppensauus ¢ CUHA-
pOMOM BHe3anHOW CMepTM MMajeHua U CEMENHbIMM
daKTopamu pucka [9].

e B CTPYKType AETCKOM CMEPTHOCTU BONbLUMHCTBO ee Npu-
YuH OOYCNOBNEHO HEYLOBNETBOPUTENbHBIM CEMENHbLIM
HaA30pOM 3a pebeHKOM, YTO, NPEXe BCEro, XapaKTepHo
NS CEMEN BbICOKOIO COLManbHOro pucka (6eaHOoCTb,
KypeHue 1 3noynotpebneHne ankoronem, gedektbl yxo-
[a, HA3Kas MeaULMHCKasa akTUBHOCTD).

e B JOWKONbHOM M LWKOJIbHOM BO3pacTe Ha NepBbli nnaH
BbIXOAUT MOBeAeHYeCKUn dakTtop — rubenb paeten
OT [JOPOXKHO-TPAHCMNOPTHbLIX MPOUCLWECTBUW, YTOMNEHWUH,
clly4arHbIX OTpaBAEeHUN.

e Ha crapwwi NnoLpoCTKOBbLIM O BO3pacT, T.€. Ha Tpu roga
13 18 net petctBa, npuxoamTtcs 1/3 Bcex cMepTen aet-
CKOrO HaceneHus, U MaBHbIMKU UX NPUYUHAMU SBNSIOTCS
[LOPOXKHO-TPAHCNOPTHbIE MPOUCLLECTBUSA U cCaMOybuiCcTBa.

3AAYM U HANPABNIEHUS! AAJIbHEALLErO

CHUXXEHUSAA CMEPTHOCTHU IETCKOIO HACEJIEHUA

B XXI Beke B Poccuitckon ®egepauinn Npomn30LLn0 CHU-
YXEeHWe CMEePTHOCTK feTew BO BCE ee BO3PaCTHbIE NEPUObI U,
605ee BCEro,— ypoBHA MIajeHYECKON CMEPTHOCTH, MPUYEM
B OAMHAKOBOWM Mepe 3a CYeT HeoHaTallbHOM U NOCTHeOoHa-
TanbHOM COCTaBASAOWMX. ITO, C OAHOM CTOPOHbI, peadynbraT
peann3aunn HauMoHaNbHOrO nNpoeKTa «3J0poBber. Tomy
TaKXe cnoco6CTBOBaNY TaKMe NPUOPUTETLI B AEATENIbHOCTH
OpraHoB 34paBOOXPaHEHUS, KaK YKpenieHne matepuanbHo-
TEXHUYECKOW 6a3bl MEAULIMHCKUX OpraHn3aunin poaoBCho-
MOXEHUSA W [LeTCTBa, pas3BUTME MepUHaTanbHbIX LLEHTPOB,

1

OCHalleHne JeTCKUX 60/1IbHUL, COBPEMEHHbBIM BbICOKOTEXHO-
NOrMYyHbIM 060pyaoBaHWEM, 0becnevyeHne peaHMMaLUOHHbI-
MU KOWMKaMW U KOWMKaMW MHTEHCUBHOW Tepanuu Ang HOBO-
POXKAEHHbIX. Chirpanu CBOIO MONOXKMUTENBHYIO POSib U Takue
Mepbl, KaK BBEJEHWE B HaLMOHaNbHbIA KaneHaapb BaKuuHa-
UMM NPUBMUBOK NPOTUB MHEBMOKOKKOBOW MHOEKLMUKU U TeMO-
GUNbHOM MHOEKUMU TUNa b (rpynnbl pUCKa), UHTEHCUBHOE
pasBuUTUE XMPYPTMKU HOBOPOXAEHHLIX, BHUMAHWE K Npodu-
JTAaKTUYECKOW COCTaB/IAIOWEN B AEATENbHOCTU MEPBUYHOIO
3BeEHa neguaTpuMyecKom cnyxobl 1 ap.

BmecTte ¢ TeM npoBeAeHHbIM aHanu3 MeLUKO-CTaTUCTU-
YECKMX 3aKOHOMEPHOCTEN M MPUYUH CMEPTHOCTU POCCHUK-
CKUX [eTen 1 NoAPOCTKOB NO3BOJIAET MPUBJEYb BHUMaHWE
K cnepyowmMm MaTU MONOXEHUAM, peann3aums KOTOpbIX
OyfeTt obecneynBaTb AaslbHENLEE CHUKEHNE MNaLEHYECKON
W OETCKOM CMepTHOCTH [4].

MepBoe. [py coXpaHEHUN 3aMETHOIO Pa3Inyng B ypoB-
HAX [OETCKOW CMEPTHOCTU MO POCCUUCKUM TEPPUTOPUSAM
BOCTpebOBaH u TpebyeT AafibHEWWero Hay4yHoro comnpo-
BOX/AeHMA pa3paboTaHHbIK ele B KoHue 80-x — Havane
90-x rogoB NPOLWIOro BeKa Mo MHUUMATUBE 3aMecTUTens
MUHUCTPa 34paBooxpaHeHus CCCP A.A. bapaHoBa perwo-
HanbHbIK NOAXOA4 B peanu3aunn Mep Mo CHUXEHUIO CMepT-
HOCTU feTCcKoro HaceneHus [10].

Bropoe. Begywmmu npuumHaMmn Kak MnageH4ecKon, Tak
M OETCKOM CMEPTHOCTU SABNSAIOTCH OTAENbHble COCTOSAHMS,
BO3HMKalOWMe B NepuHaTanbHOM Nepuoae, v BPOXAEHHble
aHomManuu pas3BUTUSA, KOTopble AenaloT AalbHeHllee CHU-
¥EeHWe CMEepPTHOCTM [eTen 3TOWM BO3PaCTHOM rpynnbl Ypes-
Bbl4alHO C/IOXXHOM 3agayel. B 3TUX ycnoBWSX MaBHbIM
HanpaBieHWeM B [eATENbHOCTU CUCTEMbl OXpaHbl 340pO-
BbS maTepu U pebeHKa CTaHOBMUTCA npoBeaeHue npodu-
NaKTUYECKUX MEPONPUATUIN, HaMnpaBNEHHbIX Ha CHWXeHWe
reHeTU4ecKoro rpysa nonynsaumu. CoxpaHseTcs npuoputet
NpoBeAEeHUS aHTeHaTalbHOM U HeoHaTanbHON NpodUNaKTyU-
KW, BK/IOYas pas3BuTUe deTanbHOM Tepanuu U HeoHaTalb-
HOW XMPYPruKU BPOXKAEHHbIX MOPOKOB Pa3BUTUS; LaNlbHEW-

B 3aknio4nMTenbsHOM pasgene ctaTtbv Mbl COY/IM BO3MOXHbIM MPOLMTUPOBATb HYacTb TEKCTOB M3 HalLMX Npeablaywunx nyénukaummn [2—4]

C HebonblMMK [06ABEHUAMM, BbiITEKAOWUMK M3 aHanM3a MeaUKO-CTaTUCTUYECKUMX OCOBEHHOCTEN MPUYMH CMEPTHOCTU POCCUMMCKMUX

neten n nogpoctkos B 2018 T.



lee pacwmpeHne nporpammbl HEOHaTaNbHOr0 CKPUHMHIa
Ha BPOX/[EHHble W HaCNeACTBEHHble HapylleHUs 0b6MeHa;
COBEpPLIEHCTBOBAHME OpraHM3auum M TEXHONOrMYEeCKoro
o6ecneyeHns npeHaTaabHON M NPeUMNAaHTaLMOHHOM anar-
HOCTWMKM BPOXAEHHbIX N HAacneACTBEHHbIX 601e3HEN.
CnenyeT yuuTbiBaTb M CREeAytoLLYI0 3aKOHOMEPHOCTb: KaK
HUKOrAa paHblle, 3aboneBaHua MepuHaTanbHOro nepuoga
N BPOXIEHHblIE MOPOKU pPa3BUTUS ONpPeaennuIn BbICOKYIO
CTeneHb KOppenauumn Mexay AETCKOM CMEPTHOCTbIO M MHBa-
NIMAHOCTBIO. KaXKabli cnaceHHblM OT CMepPTU HOBOPOXKAEH-
HbI C YKa3aHHOW MaTonorMen — noTeHUManbHbl UHBaNWA.
BaxHO nomHutb M gpyroe. o 10% OeTcKkoro HaceneHus
ABNSAIOTCSH KOHTUHIEHTOM, UMEIOLLMM OrPaHUYEHUs KU3Hee-
ATENbHOCTU NO COCTOSIHMIO 300pOBbSA. OTCloga — He A06UTb-
CS BMOMMBIX pPe3ynbTatoB B NpodunakTMKe CMEPTHOCTU

WU MHBaNULHOCTH, ECMIM B CTpaHe He ByaeT co3gaHa MoJHO-
LeHHass cucTtemMa MeAUKO-COLMaNbHOW peadcuauTauum
AeTen, UMetoLLMX NPo6aeMbl B COCTOSAHUM 300POBbS.

TpeTbe. B cBA3M ¢ HeaocTaTKOM PUHAHCUPOBAHMSA MECT-
Hble opraHbl 34pPaBOOXPaHEHUS 3aTATMBAOT WMAWM OTKa3bl-
BaloT B MaTOrEHETUYECKOM NeYeHnn pebeHKy, MMeloLemy
pefKoe, CnoXHoe 3abonesaHue. Bo3HuKa HeHopmasnbHas
(cTblAHAsA) cMTyaLMs: MPU3bIBbI K HACENEHWUIO rOCYAapCTBEH-
HblX KaHa 0B TeneBMaAEeHUs NOMOYb B PUHAHCMPOBAHMMN OKa-
3aHUA MEAMLIMHCKOM MomollM Takum aeTtam. Poccuiickoe
061 EecTBO JO0/BKHO (0693aH0!) HACTOATb, YTOObI JIeYeHUue
AeTeil ¢ peaKMMM 3a6oieBaHUSIMUM onepaTUBHO U MOJ-
HOCTbIO 06ecne4ynBanocb rocyaapcTBoM.

B cnoxuBlencs cutyaumm Lenecoobpa3Ho NnpoBeaeHue,
KaK NoKasblBaeT OTe4yecTBEHHas WM 3apybexHas MpaKTuKa,
6onee WMPOKOr0 CKPUHMHIA Ha BPOMXAEHHble W Hacnen-
CTBEHHble 60Ne3HW oO6MeHa B HeoHaTallbHOM nepuoje,
B 4aCTHOCTM Ha Haubonee pacnpocTpaHeHHble HO300rnye-
CcKkre dopMbl peaKkux 60/1e3HEN, NPKU KOTOPbIX NPUMEHSEeTCS
naTtoreHeTM4YecKas Tepanus, ¢ MOMOLLbIO NpenapaTos, 3ape-
rMCTPUPOBAHHLIX Ha TeppuTopun Poccuinckon depepaunu.

YetBepToe. YunTbiBasi OCHOBHbIE MPUYUHbBI MIaAeHYECKOM
W OETCKOW CMEepTHOCTW, COXPaHSIeTCs BblCOKas MOTPEBGHOCTb
B PasBUTMM cCMeuuann3vpoBaHHON M peabunuTaLMoHHOM
MEeANLIMHCKOM NomolLm ansa aeten. He B nonHon mepe obecne-
YeHbl Ka4eCTBEHHOW MEAMLIMHCKOM NMOMOLLbIO AETU C OHKONO-
rMYECKMMM 3ab60NeBaHNSIMU, HEe co3[aHa CUCTEMa OKa3aHus
MEAMUMHCKON MOMOLLIM AETAM C ayTOMMMYHHbIMKU 3ab6oneBa-
HUAMM U 3aboneBaHWIMU UMMYHHOIO reHesa, ManogocTyn-
Ha HeMpoxupypruyeckas v TpaBMaToONOro-opToneanyecKas
nomoLlb eTam, TpebyeT Cepbe3HOM MOAEePHU3auun ncuxma-
TpUYecKasl, HapKonoruyeckas u GtuanaTpuyeckas nomMolp.
3an0rom NoBbILLEHNS Ka4YecTBa MeAULIMHCKOM NOMOLUM AETAM
TaKXKe CTaHeT AanbHenwee pas3BUTME MHOronpodUIbHbLIX
1 cneunanmM3MpoBaHHbIX NeauaTpuYecKmx cTaLMoHapoB.

Martoe. CoBepleHCTBOBAHWE CUCTEMbl MEAMLIMHCKO-
ro obecneyeHns AETCKOrO HacCeNeHus AO0MIKHO OCyliecT-
BNSATbCS HE TOMbKO MO MNYTWU MNOBbIWEHUA 3OPEKTUBHOCTU
1 KayecTBa 1e4e6HO-AMarHoCTM4YECKOM NMOMOLLM, HO U UHTEH-
CMBHOro pa3BUTUA MNOMOLLM MeAnKOo-coumanbHon [11].
B HauuoHanbHOM cTpaTerMn OencTBUM B UHTEpecax aeTew
Ha 2012-2017 rr. npsmo (crneunanbHO) YKa3biBaNlocCb
Ha HeO6XO0AMMOCTb Pa3paboTKu 1 BHeapeHUs IGDEKTUBHBIX
COBPEMEHHbIX TEXHONOMMI MEeaMKO-COLMaNbHOr0 COMPOBOX-
[IEHNS EeTEeN U NOAPOCTKOB.

Ha Bo3pacTatouwyto posib coumanbHoro gpakropa yéeau-
TeNbHO yKa3blBaeT cregylouiee. Bo-nepBbiX, NeTanbHOCTb
JeTer B MepBble CYTKWM rocnutanuadauuvm W jons aetew
yMepLUUX BHE CTaLMOHapa K 06LemMy YMCy YMEpPLLIMX AeTewn
no 1 roga coctaBnsoT 6onee 30%. Bo-BTOpbIX, Ha4YMHan
C BO3pacTHOMW rpynnbl 1—-4 roga B CTPYKType MPUYMH
CMEPTHOCTU y AeTen BHeLWHWe NPUYMHbI 3aHS11 Beaylee
MeCTo, cTaB abCoMOTHO AOMWHUPYIOWUMKU B MOAPOCTKO-
BOM BO3pacTe. B-TpeTbux, y NOAPOCTKOB PeErncTpupyetcs
KparHe BbICOKasa 4yacToTa caMoybuncTB. HaKoHel, HYXKHO
NPOCTO MOMHUTb, YTO KaxKAbl NATbIM pebeHOK B CTpaHe
HaXoaWTCA B OMACHOW MW TPYAHOW XUSHEHHOW CUTyaLuMN.
Taknum o6pas3om, CTaHOBUTCA O4EBUAHOW HEOOGXOAMMOCTb
BHeAPEHUS cnucTeMbl 3IGPEKTUBHOIO MEANKO-COLMaNbHOIO
naTpoHaXka KOHTUHIeHTa AeTer BbICOKOro COLManibHOro
pucKa.

BmecTe ¢ TeM cyllecTByOlUME HOPMATUBHbIE MPaBOBbLIE
LOKYMEHTbI He [aloT YeTKOoro npeacraBneHuns o6 opraHusa-
LIMOHHOW OCHOBE MEeAMKO-COLIManbHOM MOMOLLM AEeTAM —
0 dYHKUMSX noapas3fefieHun M nepcoHana, KoTopbiM 3TO
BMEHEHO B 006§3aHHOCTb, O KOHTUHIEHTE 06CNyXMBaHMSA
N 0COBEHHOCTSAX COMPOBOXAEHUSA KaXKAOW KaTeropuu B ycno-
BUAX MONUKIMHUKKM M CTauuoHapa, O MNPUHUMMNAX Mex-
CEKTOPaNbHOMO M MEXBEAOMCTBEHHOrO B3aWMOAENCTBUS
1 npoyee, T.€. He onpeaeneHbl NpaBuia opraHn3aumm Meau-
KO-counanbHon nomowu. CosgaHne cucTeMbl MEAUKO-COLIM-
aNbHOr0 COMPOBOXAEHUS [OETel, HaxoAslWmMxcs B TPyAHOM
NMOMIOXKEHWN, SABNAETCS B COBPEMEHHbIX YCI0BUSAX peanb-
HOM BO3MOXHOCTbIO MOBAUSATL Ha GOPMUPOBAHME 300POBbS
W ero ypoBeHb A5 OaHHOW KaTeropuu OETCKOro Hacesne-
HMA Poccun. BoT novyemy KpanHe Heo6XOAMMbIM SIBNAETCA
CKOpeWllee BHEOPEHWE perMoHanbHOW MOAENn opraHusa-
UMM MEeAMKO-COoLManbHOM MOMOLM AeTaM M NOAPOCTKaM,
pa3paboTtaHHOM MNo 3ajgaHuio KoopauHauMOHHOro coBeTa
npu MNpe3unaeHte Poccunckon deaepaunn no peanusaumu
HauuoHanbHOM cTpaTerMm [LEeWCTBUMM B UHTEpecax [AeTen
Ha 2012-2017 roabl B Pecnybnvke TatapcTaH npu y4actuu
COTPYAHMKOB HauMoHanbHOro Hay4HO-NpPaKTUYEeCKOro LeHT-
pa 300poBbs Aeten MuHsapasa Poccuu [12].
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B 0630pe paccmMaTpuBaroTCs Pas/inyHbI€ acreKTbl CHUKEHNS MbILLEYHOM CUJIbl M YTPaTbl ABUraTe/IbHbIX HABLIKOB Y NaLMEHTOB
C AeTcKkuM LepebpasbHbiM napaandom (ALUIMN). OnucaHbl Natogu3anoIornyeckme MexaHu3mbl, 00yC/10BIEHHbIE NepPBUYHbIM
MoBpeXAeHNeM U peopraHm3aumnen LeHTpaabHon HepBHou cuctemsl (LUHC), CTPYKTYPHO-QYHKLUMOHabHbIMW M3MEHEHUAMM
MbILIEYHOM TKaHU, bBUoMeEXaHn4eCcKkum agncbanaHcom. lpoBeaeHbl napaaienn Mexay U3MeHeHUIMM, HabagaemMbIiMuy y naym-
eHToB ¢ AUl n capKoneHnen — pu3noaorn4ecKnmM npoLieccoM yTpatbl MbILLUEYHOHM CHIIbl M QYHKLUMN Y MaLMEeHTOB MOXNI0Iro
Bo3pacTa. [lokazaHo, 4TO A4/15 NaLMEHTOB C LiepebpasibHbIM NnapasndoM xapaktepeH GeHoOMEH «paHHero CTapeHusi» 0ropHoO-
aBuratesbHoro annaparta. O6Cy)KaatTcs MoTEHUMabHbIE HanpaBAeHUs] NPOPUIAKTUKM CapKOMNEHUU y AETEH U B3POC/IbIX
c AUTT. [ToHnMmaHue onncaHHbIX MeXaHU3MOB NMEePBHUYHbIX U BO3PACTHbIX UBMEHEHUH MbILLIEYHOH TKaHH MPU PaHHMX NoBpPeEXae-
Husx UHC Heobxoanmo 4115 naaHMpOoBaHUS NoBCEAHEBHOM aKTMBHOCTH NaLMeHTOB, Bbi6opa rnpaBu/ibHON TaKTUKK peabuin-
Tauuu, MMHUMU3aLMK HeBGaronpUsITHbIX 1e4ebHbIX BO34ENCTBUI M 060CHOBaHHON KOPPEKLIMU COMYTCTBYIOLMX HapyLLIEHMA.
KnyeBble cnoBa: AeTCKui LiepebpasibHbii napasind, CapKOMeHusl, CrnacTMYHOCTb, aHabO0/IMYECKasi PE3NCTEHTHOCTS,
MbilLeYHas cuna
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BBEAEHUE
TepMrHOM «ETCKUIA LiepebpanbHbii napanuy» (ALIM)

HeBpoJsiorMyeckoro geduuuta, naumeHtol ¢ AUM gemoH-
CTPUPYIOT YXyAllEHUE ABUratefibHbIXx GYHKUMIA. B aeTckom

0603HayalT CTOMKME HapylweHUs pas3BUTUA MOTOPUKK
W MNoAAepaHWs Mno3bl, BO3HWKIUME B pe3y/nbrate nepu-
HaTalbHOro MOBPEXAEHUS MW aHOManuu pasBMBatoLLe-
rocsi rofoBHoro mosra [1]. MMoBperaeHus LeHTpanbHON
HepBHOM cuctembl (LUHC) npu LN BO3HUKaOT Ha camom
paHHeM 3Tane pa3BuTUS pebeHKa M BAUSIOT Ha ABWUraTesb-
Hble BO3MOMXHOCTU, KOOpPAMHALMIO, MOCTypasbHbIA KOH-
TPOJib, @ TaKXe Ha Apyrme — HEeMOTOPHble — cdepbl ero
XM3HU [2]. HecmOTpsi Ha Henporpeccupylownn xapakrep

Olga A. Klochkova, Alexey L. Kurenkov

M IOHOLECKOM Bo3pacTe (40 21 roga) ytpata paHee OCBO-
E€HHbIX [BWraTefibHbIX HaBbIKOB XapaKTepHa, B MepBYylO
oyepenb, ana peten ¢ lll-V ypoBHAMM no Cucteme Knac-
cubmKaummn GoNblIMX MOTOPHbIX GyHKUMIA (Gross Motor
Function Classification System, GMFCS) [3, 4], Toraa Kak
BO B3pOC/IOM BO3pacTe MOCTENEHHOE CHWXKEHWe ABUra-
TeNbHbIX BO3MOXHOCTEN NPOUCXOANUT HE3ABUCHMO OT YPOB-
HA GMFCS [5]. Mo agaHHbLIM cucTemMaTMyeckoro o63opa [6],
npumepHo y 25% naumeHToB ¢ LepebpanbHbiM Napainyom
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Muscular Weakness and Loss of Motor Skills in Patients

with Cerebral Palsy

Various aspects of muscle strength decrease and loss of motor sKills in patients with cerebral palsy (CP) are considered in this review.
Pathophysiological mechanisms caused by primary damage and reorganization of central nervous system (CNS), structural-functional
changes of muscle tissue, biomechanical disbalance are described. Changes at patients with CP equate with sarcopenia (physiological
process of muscle strength and function loss in elderly patients). It has been shown that patients with cerebral palsy have such
phenomenon as «early aging» of musculo-skeletal system. Potential approaches for prevention of sarcopenia in children and adults
with cerebral palsy are discussed. Understanding of the described mechanisms of primary and age-related changes in muscle tissue in
early CNS injuries is necessary to plan the activities of daily living for patients, choose the correct rehabilitation tactics, minimize adverse
therapeutic effects, and reasonable management of comorbid conditions.
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C BO3pacToM HabnogaeTcs yxyaleHue uan ytpaTta Xxoabbbl.
B 30He HanbonbLIEero pucka HaxoaaTcs NauneHTbl ¢ UCXOAHO
XyAWWMKU ABUraTeNbHbIMKM CMOCOBHOCTSMM, ABYCTOPOHHMU-
Mn dopmamu UM 1 Hanmunem 601M MAW 3HAYUTENbHOWM
MbileYyHoW cnabocTtu [6]. OgHaKo, Aaxe AeTu ¢ uepebpanb-
HbIM NapaanM4yoM C UCXOAHO BbICOKMM YPOBHEM M Ka4eCTBOM
[ABUraTeNlbHOM aKTMBHOCTU MMEIOT MOBbIWEHHbIW PUCK yTpa-
Tbl CMOCOBGHOCTU CaMOCTOSATENBLHOIO NEPEMELLEHUS U NOSB-
NeHns nNotTpebHOCTM BO BCMOMOraTefbHbIX CpeacTBax Ans
nepeaBuXeH1a Bo B3pocaoM BospacTe [7—9]. TpaguuMOHHO
TaKne M3MeHeHWUs OOGBLACHAT HaKOMNEeHMEM BTOPUYHbIX
optoneamyeckux gedpopmaunin [10]. OgHaKo, Ha ceroaHsL-
HWM OeHb npobnema npeacTaBAseTcs KOMMIEKCHoW. Bce
60sblle BHWUMaHWE wuccnegoBaTenen npuBEKaeT BOMPOC
CTPYKTYpHOM natonorun mbiwy, npu AUM u deHomeHa «paH-
HEero cTapeHus» ONopHO-ABUraTeNlbHOro annaparta Ha ¢oHe
ncxogHoro nospexaenus UHC [14, 12].

B cTpyKType coBpemeHHon peabunutauuu aeten ¢ ALMN
OTMeYaeTcs §BHOE MpeBalMpoOBaHUE TOHYCCHMKaLWMX
meTogoB [13]. OaHaKo, cnacTUYHOCTb PErucTpPUpyeTCs NUllb
B 75-80% cnyyaeB, Toraa Kak Mbille4yHas cnabocTb (napes)
B TOW WAW MHOM CTENEHW MPUCYTCTBYET Yy BCEX MaLMEHTOB
c AU [11, 14]. 3By4nT BCe 6ONblue apryMeHTOB B MOSb3y
TOro, YTO MMEHHO CTeMNEeHb MbILWEYHON c1aboCcTH, a He cnacTuy-
HOCTW, onpeaenseT ABUraTenbHbli AedULNT U MHBANUAN3ALMIO
y naumeHToB ¢ AU B gonrocpoyHon nepcnexktmee [15, 16].

Mpn oKazaHWU MeaNLMHCKON NMOMOLLM B AOIKHOM 06b-
emMe MPOJOSIKMUTENBHOCTb MU3HU GOMbLUMHCTBA NaLMEHTOB
¢ ALUMN ¢ nerkumu 1 yMepeHHbIMW ABUraTe/ibHbIMU Hapylle-
HUAMK (GMFCS I-IIl) Ha cerogHsWHWK OeHb NPUBIUNKaeT-
cs K obuienonynsaunoHHon [17]. Cnoco6HOCTb K caMocTosi-
TENbHOMY NEPEABUIKEHUIO U CaMOOBCNYKMBAHUIO ABASETCS
OAHMM M3 K/loYeBbIX GAKTOPOB, ONpPeAenstoWmX Ka4yecTBo
YU3HU U coLManbHOW aganTtaumm y B3pOCbIX NOAEN € uepe-
6panbHbiM napann4yom [18]. [MoHMMaHMe naTtoreHesa
MbILLIEYHOM €cN1aboCT U NPOrPECCHPYIOLLErO YXyALWEHUS ABU-
ratenbHon GyHKUmMKn npu UM Heobxoanmbl Ana KoppeKumm
CYLLECTBYIOLWMX NOAXOAOB B peabunutauumn naumMeHToB 4eT-
CKOro Bo3pacTta M MaKCHManbHOro COXpPaHeHUs UX aKTUBHO-
CTW Y CaMOOBCYKMBaHUSA BO B3POCION HU3HU.

Llenb paHHOro o63opa — pacCMOTPETb pasfinyHble
acneKTbl NaToreHesa MbllWeYHON cnabocTu U yTpaThbl ABUra-
TenbHbIX PyHKUMIK npu AU, a TakKe noTeHumanbHo addek-
TUBHbIX MOAXOA0B K NpodMNaKTUKe AaHHOIO ABAEHHMS.

HEAPOTrEHHBLIE OCHOBbI MbILUEYHO# CJIABOCTH

OUM — KAMHWYecKoe cneactBve MNOBPEXAEHUS WK
aHomanumn LIHC, 3aTparvnBatolmx, B NepByko o4epeab, BeEpX-
HUWM MOTOHEMNpPOH [1, 2]. K nposiBNeHUaM cuHApOMa Bepx-
HEero MOTOHENpPOHa OTHOCAT CMMMNTOMbl KaK CO 3HAKOM «-»
(MblWweYyHas cnabocCTb, HapylleHWE CENEeKTUBHOIMO MOTOp-
HOMO KOHTPONS W MOAAEPKAHUS NO3bl, 4eDULIUT U UCKaXKe-
HWe addepeHTHOM CEHCOPHON MHbOPMaLMK), TaK U CO 3Ha-
KOM «+» (NMOBbILLEHNE MbILEYHOIO TOHYCa — CMaCTUYHOCTb,
NOBbILWEHNE CYXOXKWIbHbIX pednexkcoB, KIOoHycbl) [19].
«HeraTtMBHble» CMMMATOMbI CUHOPOMaA BEPXHEr0 MOTOHEW-
poHa paccmaTpuBaloTCs Kak 60siee 3HaYumble MPeamKTo-
pbl ABUraTenibHOro MnoTeHuuana pebeHKa Mo CpaBHEHMIo
C cMMATOMaMU «+» [16].

CTeneHb CNacTMYHOCTU M BblparKEHHOCTb MblLLEYHOM cna-
60CTU KaK B OTAENbHbIX MblWLAX, Tak U B GYHKLMOHaNbHbIX
CcerMeHTax KOHEYHOCTEM HanpsiMylo He KOppenupylT apyr
¢ gpyrom [13]. CnacTUYHOCTb M BbICOKME pedneKcbl 06y-
CNoBMiEHbl BTOPUYHOM peopraHmn3aunen HempoMblLLEYHOrO
B3aMMOJENCTBUS B YCNOBUSAX CHUMKEHWUS HUCXOASLLErO TOp-
MO3HOMO BAWSIHUS FONOBHOI0 MO3ra Ha y-HEMPOHbI CMMHHOMO
MO3ra, KOHTposMpylowme MbiliedHble BepeTeHa [20], Torga

KaK MbllleyHas cnaboCTb U rMNOTOHUA — MepBUYHOE MPo-
aBneHne nopaxenuns LUHC npu UM, oco6eHHO 3ameTHoe
B OCTPbIM Nepuoa NOBPEXAEHNS KOPKOBO-CMMHHOMO3rOBOIro
nyT¥ U HEPEAKO BCTpeYaloleecs y HOBOPOXKAEHHbIX, KOTOPble
BMNOCNEACTBMU Pa30BbIOT KIIMHUYECKYo KapTuHy LM [21].

MNosiBNeHMEe n coxpaHeHne MblleYyHON cnabocTn y nauu-
eHToB ¢ AL Ha npoTaKeHUn BCEN KUBHU MOXKHO OOBbACHUTb
HECKOJIbKUMU HenporeHHbiMu dakTopamu. oBpexaeHve
CTPYKTYp NMpaMmngHoro TpakTta npu ALIM npuBoaUT K CHUXKe-
HUIO 3PDEPEHTHON UMMYNbCALIMN K HUKHEMY MOTOHENPOHY
M YMEHbLIEHMIO €ero CrnoCOGHOCTM aKTMBMPOBATb MblLULbl-
aroHuctbl [22, 23]. HapylweHue npoLecca MbILWEYHON aKTu-
Baumu npu UM npuBOAUT K OrpaHUYEHUI0O BO3MOXHOCTH
TOYHOrO MOTOPHOIO KOHTPO/IS U MPOM3BOSILHON peryasaumm
MbllWweYyHoro ycunus [24]. CeneKTUBHbIN MbIWEYHbIN KOH-
TpoNb CTpajaeT M B pe3y/bTaTe HapyleHUs LeHTpasbHOU
perynsiuMm npoLeccoB PeLMNPOKHOr0 TOPMOXEHUS, npe-
MMYLLECTBEHHO MPW MOMbITKE COBEPLIEHUS ObICTPbIX WK
pPeuMnpoOKHbIX ABWXEHUN (Hanpumep, xoabbbl) [22, 23].
B nccnegosanum J. Engsberg v coaBT. Npyn MPOM3BOSbLHOM
crnbaHmn n pasrmbaHum KoneHa y 70% naumwentos ¢ LM
Habntofanacb KO-KOHTPAKLUMS MbllL-aHTaroHUCTOB AaXke
npu Mea/IEHHOM BbIMONHEHUN 3aAaHns [25].

duanonormyeckoe yBennyeHne Cuibl MbILUEYHOrO COKpa-
LweHuss obycnoBneHo IM60 HapalBaHUMEM YUCa aKTUBUPO-
BaHHbIX (PEKPYTUPOBAHHbIX) ABUTraTENbHbIX €AUHUL, — COBO-
KYMHOCTM MOTOHENPOHA U WHHEPBUPYEMbIX UM MbILLEYHbIX
BOJIOKOH, M60 MNOBbIWEHWEM 4YaCTOTbl UMMYNbCALUKU YIKE
paboTalolmx ABUraTeNbHbIX eanHuL,. KonnmyecTtBO Mbllley-
HbIX BOJIOKOH B COCTaBe [BuWraTtefibHblX e4WHUL, HeoauHa-
KOBO M 3aBUCUT OT TOYHOCTM COBEPLUAEMbIX [ABUKEHWUN:
OT HECKOJIbKMX [ECATKOB BOJIOKOH B MbIlWLAX NajnbLeB, rMa-
3a 40 COTEH M TbICAY B KPYMHbIX MbllLAX KOHEYHOCTEN
n Tynosuwla [22]. MNaTrepH peKpyTMpoBaHUS ABUraTesbHbIX
eANHUL, TaKkKe cneumdunyeH Ana Kaxaon Mbllwlbl. B Hopme
aKTMBaLMS HaYMHAETCH C HeOONbLUNX ABUraTENbHbIX €ANHUL,
M MOLYNMpyeTcs B 3aBMCUMOCTM OT MOTOPHOW 3ajadyu [26].
[pn noBpeXaeHUM BEPXHErO MOTOHENPOHA PEKPYTUPOBaAHKNE
[ABWraTefibHbIX €AUHUL, 3amMeaeHo, HeJoCTaToO4YHO WM MPOoUC-
XOAWT B HapyweHHoM nopsaake [27, 28]. B peaynbrate mblwua
BK/IIOYAETCH B ABUKEHME MEAIEHHO U HE MONHOCTbI0. H13Kas
CKOPOCTb MpUpOCTa MblweyHoro yeunusa npu AUIM, no cpas-
HEHWIO CO 340POBbIMU CBEPCTHUKAMM, MOXKET GblTb 06YCNOB-
JleHa OrpaHUYeHHbIM PEKPYTMPOBAHMEM BbICOKOMOPOrOBbIX
[ABUraTe/bHbIX €AVHWL, M HapyleHMeM npoLecca NoBblleHUs
4acToTbl MMMyNbCaLMM NO HU3KOMOPOroBbIM ABUraTENbHbIM
eanHuuam [29]. NMprupocT MblWEYHOro ycunus, B Hopme obec-
neynBaemMbli 6anaHCOM MeXAy npoLeccamu peKpyTMpoBa-
HUS HOBbIX ABUraTeNbHbIX €4WHUL, U MOBbIWEHWEM YacCTOThbI
UX UMNYNbCaLUK, MPU NOBPEKAEHUN BEPXHETO MOTOHENPOHA
MOXET CABMraTbCA B CTOPOHY PeEKpyTMpoBaHusa [26]. Mpwu
MonbITKE HapacTUTb MbIWEYHOE YCUIME MPOUCXOAWUT Mpe-
XOEBPEMEHHas aKTUBaLMS KPYMHbIX U ObICTPO YTOMJISEMbIX
[ABWraTefibHbIX €4MHUL, YTO NPUBOAUT K PaHHEMY UCTOLLEHUIO
N CHUXXEHUIO MblleyvHoro yeunus [30].

M, HaKoHeL, HENPOreHHbI KOMMOHEHT MbILWEYHOW Cha-
6octu npu ALUM MOXXHO paccMaTpuBaTth C NO3ULIMK TNo6anb-
HOr0 HapylWeHUs Co3peBaHMs HEPBHOW CUCTEMbI HOBOPOXK-
[eHHOoro B ycnosusax nopexaeHusa LUHC. Mocne poxaeHuns
npoueccbl MMENUHU3aLMKM M CUHaNToreHesa B LEHTpasb-
HOM M NepudeprUyecKorn HEPBHON CUCTEME HE 3aBEpPLUEHbI
N aKTUBUPYIOTCA noA AencTtBueM GYHKLMOHANbHOM Harpys-
Kn [31]. PusnonornyHoe paseButhe pebeHKa CONpoBOXKaa-
€TCA MHOrOKpaTHbIM MOBTOPEHWEM HOpPMasbHbIX ABWKe-
HUW W 3aKpenneHMem [ABUraTefNbHOro natrepHa 3a cyeTr
06pa30BaHMsa CTOMKMX CUHANTUYECKUX CBA3EN U MOCTENEH-
HOW yTpaTon «pe3epBHbix» nyTen [32]. B ycnoBusax paHHero



nospexaeHus LHC HenponnacTMYHOCTb MO3BONSET coXpa-
HUTb ABWMKEHMS 3a cHeT GOPMMPOBAHMSA HOBbIX CMHANTUYe-
CKMX CBSAI3EN U COXPaHEHUS OONONHUTENbHbIX NyTen [33, 34].
BmecTe ¢ TeM faHHas peopraH13alums He BOCMONHAET QYyHK-
M0 B MOSHOM Mepe, a orpaHuyeHne ABuraTe/ibHOM aKTUB-
HOCTM B paHHEM BO3pacTe B COYETAHWW C BbIHYKAEHHbIM
NOBTOPEHMEM NATONOrMYECKUX ABUKEHWUM BEAET K 3aKpen-
JIEHUIO COOTBETCTBYIOWMX HEPBHbIX CBA3EM WM natonorunye-
CKoro ctepeotuna [15].

U3MEHEHHUSA CTPYKTYPbI U ®YHKLUU MbILLLL

NMPU AETCKOM LLEPEBPAJIbHOM MAPAJIUME

CoBpemeHHOe npeacrtaBneHne o natoreHese [ALUIN pac-
CMaTpMUBaET MblLLbl KAK OCHOBHOW «OpraH-MULEHb», U3me-
HSIOLLMI CBOU CTPYKTYPHbIE U GYHKLIMOHANbHbIE XapaKTepu-
CTUKM BcneacTeue nepBuYHoro nospexaeHus LHC [11, 12].
Cpok noBpexaeHusa LUIHC, cteneHb aABuratenbHbiX Hapylle-
HUW, Bo3pacT pebeHKa ¢ LM v apyrue dakTtopbl onpeaens-
0T WUMPOKMI Anana3oH BapnaHTOB UBMEHEHUIN B CKENETHbIX
MblLWLAX, MPUBOAALLMX K KITUHUYECKU 3HAYUMOMY CHUXKEHUIO
MblLIEYHOWN CUJIbI.

HapyweHus npoueccoB pa3BUTUS

n audpPpepeHUUPOBKU MbILLEYHON TKAHU

HapaBHe co CTpyKTypaMun HEPBHOW CUCTEMbI MbllLEYHas
TKaHb MPOXOAMT ONpeaefieHHble 3Tanbl «CO3PEBaHUS» B Npe-
M NOCTHaTanbHOM nepuogax. lepecTponKka MbllEYHON TKAHM
NPOJOMIKAETCH Ha MNPOTSKEHWW BCEro AETCTBa W paHHen
lOHOCTU [35]. OMO6pHoHanbHble M HeoHaTalbHble GOpPMbI
MWO3MHa 3aMEeHSOTCS B3POCabiMM GOpMaMu Noa BANSHUEM
rOPMOHaNbHOM PEerynsunun, Mblle4YHON aKTMBHOCTU WM nac-
CUBHOIO MeXaHM4YeCcKoro pactsxeHus [36, 37]. BoipaxeHHoe
M3MEHEHWEe ABUraTeNlbHOW aKTMBHOCTM, OTCPOYEHHAas WM
OTCYTCTBYIOLLAA BEPTUKANMU3aALMUS C YMEHbLUEHMEM Harpys-
KM Ha Mmblwubl npu ALUM moryT npuBOAMTb K 3adepiKKe
W HapyLIEeHWI0 co3peBaHms B3POCbIX GOPM MUO3MHA U KX
}YHKUMOHANbHOMY HECOOTBETCTBMIO TUMUYHBLIM BO3PACTHbLIM
Harpyskam [38]. OcTaeTcs OTKPbITbIM BOMPOC, 4YTO SBASETCS
nepBuyHbiM npu AUMN — o6bem ABUratenbHOM Harpyskw,
Bbl3blBalOLWMIM NEPECTPOMKY MblLL, MK UCXOAHOE Npeobna-
JaHWe onpeaeneHHoro Tuna BOMIOKOH U UX BAUSIHWE Ha [BU-
raTefnibHble BO3MOXHOCTHU NaLMeHTa.

CopeprkaHne BONOKOH 1-ro (MeaneHHoro) n 2-ro (6bIcTpo-
ro) TUNOB B Ka)XOOW Mbilllle 3aBUCUT OT €e OCHOBHOWM
®YHKUMKU. MbiWwLbl, UCNbITbIBaOWME ANUTENbHbIE CTaTU4e-
CKMe Harpy3ku Mo yaeprKaHWio no3bl M paBHOBECUS, COCTO-
AT NPEeUMyLEeCTBEHHO M3 BOJIOKOH 1-ro Tuna (Hanpumep,
KambanoBuaHas Mbllwla). B Mbiwuax, obecnevynBatoLinx
ObICTPOE Pa3BUTME MAKCMMaNbHOIO HanpsiKeHWs, B HopMe
npeo6nagatoT BOMIOKHA 2-ro Tuna (Hanpumep, MKPOHOXK-
Haa mMblwya) [22, 39]. OTcyTcTBUE DUIBMYECKOM HarpysKu
npu UMMOBUAN3ALIUU, TEHOTOMUKU UM UCKYCCTBEHHOW HEBe-
COMOCTW MPUBOAUT K MNEPECTPOMKE MbILLEYHOM CTPYKTYpbI
1 npeobnagaHuto BoNIOKOH 2-ro tuna [40, 41]. XpoHu4yecKas
3/IEKTPOCTUMYASALMS, HANPOTMB, Bbl3blBAET MOCTEMEHHYIO
TpaHcHOPMaLMIO MblLLbl C YBEIMYEHUEM B HEW JONM BOMO-
KOH 1-ro (meaneHHoro tuna) [42, 43]. Jlorn4yHo npeano-
JIOXXWUTb, YTO paHHee HapylweHWe HeMpoHanbHOW perynaumu
NPOLLECCOB POCTa M CO3PEBAHMSA MbILL, MPU NOBPEXAEHUNAX
LleHTPaNbHOro MOTOHEMPOHA MOXKET MPUBOAWUTL K M3MEHe-
HUO AMddEPEHLMPOBKM U COOTHOWEHUSA TUMOB MbILUEYHbIX
BOJIOKOH. OHaKo nccnegoBaHus 6MONTaToB MblLUL, NaLMeEH-
TO0B ¢ ALIM nokasanu npoTnBopeYuBblie pel3ynbTaTbl. bbiio
BbISIBIEHO KakK yBennyeHne 0Nn BOSOKOH 1-ro MeaneHHoro
Tvna [44, 45], TaK 1 00N BOJIOKOH 2-ro Tuna [46], paBHO Kak
M OTCYTCTBME 3HAYMMbIX UBMEHEHWUI B COOTHOLIEHWUM TUMOB
BOJIOKOH Ha ¢oHe cnactuyHocTu [47, 48]. JaHHbi acneKT

eule TpebyeT M3y4yeHUs C y4eToM OCcOBeHHOCTEM Bbibopa
MblWL, Ansg 6uoncumn n otbopa naumMeHToB (CPOKKU NoBpeXKae-
Husa LIHC, o6bem 1 xapaKTep Harpy3ku Ha MblllLbl).

HapyweHune pasBuTnsa Mbllle4yHon TKaHu npu LN moxkeT
3aTparmBaTb He TOIbKO npoLecchl AnddEepPEHLMPOBKN BOSIO-
KOH, HO U pOpMMpPOBaAHUE CTPYKTYP, OTBEYAIOLLMX 38 HENPO-
MbILEYHYIO nepeaady u pedneKTOPHYIO Peryasumio Mbllley-
HOrO COKpaleHus. HapylleHne akTMBHOCTU LLEHTPasbHOro
MOTOHEMPOHA Ha MpeHaTajbHOM 3Tane MOXEeT MPUBOAUTb
K BPOX/AEHHbIM aHOManuaM 3aKNagKW MbllUEYHbIX BEpPETEH
M aLeTUNXONNHOBLIX peuenTtopos [49, 50].

CTpPYKTYpHble U3SMeHeHUs mbiwy npu ALUN

CKeneTHble MbllULbl 06pa30BaHbl COKPaTUMbIMKU U HECO-
KpaTUMbIMK TKaHAMKU. CoKpatumas 4acTb MblWwLbl obec-
ne4yMBaeT pas3BWUTME MbIWEYHOIO YCWUAUA W COCTOUT M3
NOBTOPSIOLWMXCA Y4aCTKOB — CapKOMEpPOB, 06pasyloLmx
MNODUBPUANBI, KOTOPbIE, B CBOKO 04epeab, BXOAAT B COCTaB
MbILUEYHbIX BOJIOKOH, OGbEAMHEHHbIX B My4yKW. Heco-
KpaTMMas 4acCTb MbllLbl NpeacTaBieHa COeAMHUTENbHON
M XKMPOBOM TKaHblo [22, 51].

Mpn AUM n3MeHeHUs B MbllLax OUKCUPYIOT Kak
Ha MaKpo, TaK M Ha MUKPOYPOBHE. Mcnonb3ys MarHWTHO-
pe3oHaHCcHyo Tomorpaduio, J. Noble ¢ coaBT. [52] cpaBHUAK
COAEPIKAHME BHYTPU- U MEKMbBIWEYHOIO KUpPa B HUMKHMX
KoHe4yHocTsax y 10 nauneHTOoB B Bo3pacTte 22,5 neT ¢ ABY-
ctopoHHum AUM (GMFCS |-I1ll) n 340p0oBbIX CBEPCTHUKOB.
Y nayumeHToB ¢ AU coaepykaHue xupa 6bino CTaTUCTUHECKHU
3Ha4YMMO BbIlEe BO BCEX MbllWLax, pasjinyanocb Mo ypoBs-
HAaM GMFCS u npeo6nagano y nauumeHtoB ¢ GMFCS Il
KonmMyectBO MEXMbIWEYHOTO KuUpa TaKKe Obl1o Bbllle npu
ALMN no cpaBHeHuto ¢ rpynnon KoHTpons. CooTHolleHue
06bEMOB MOAKOXHOW YMUPOBOW KNETYaTKM U MbllEYHOMN
TKaHW He pa3nuyanocs [52]. Y geten ¢ UMM, TeTpanape3om
B Bo3pacTe oT 5 Ao 14 net (12 yenoBekK) TaKKe Obli10 NoKa-
3aHO CHMXeHue ob6beMa MbllleYyHOoM TKaHu 6edpa Ha 51%
1 NOBbIlLEHWE 06bEMa BHYTPUMBbILWEYHOMO ¥Knpa B 2,3 pasa
MO CPaBHEHMIO C KOHTPONbHOW rpynnon [53]. [Ansa BbiSBNEeHUS
M3MEHEHUIM MapaMeTpPOB 3XO-UHTEHCMBHOCTM Y MaLUEeHTOB
¢ AU moxeT 6biTb MCNONb30BaHO M 6Goniee AOCTynHoe
NS NOBCEAHEBHOMW MPAKTUKKM YAbTPa3BYKOBOE WCCefoBa-
HMe MbllwL. ConocTtaBneHue pesynbraTtoB 06cnefoBaHUs
26 peten ¢ AUIM n 10 3g0poBbix 406POBONbLLEB NOKa3ano,
4YTO AN LepebpanbHOro napannya 6bl10 XapaKTepHO YMEHb-
leHne obbema MapeTUyHOM HUKHEW KOHEYHOCTU, YBENU-
YeHWEe WHTEHCUMBHOCTM 3XO-CUMTHana OT MbIWEYHOW TKaHu
M ero 606/blWas HeOLHOPOAHOCTb, CBUAETENbCTBYOLME
O MOBbLIWEHHOM COAEepXKaHUM HecoKpaTumMon TKaHu [54].
YBeNnM4YeHne KMpoBon MHOUNLTPALMKU U COAEPKAHUSA COean-
HUTENbHOW TKaHM B Mbllwuax npu AL BeaeT K yMeHblUeHuo
MUX COKpaTUTENbHOM CMOCOBHOCTU M CW/bl pPasBUBAEMOro
yeunus [12].

MN3MeHeHWe CTPYKTYPbl CKENETHbIX MbILUL, C YBENUYEHNEM
COAEPKAHNS HECOKPATUMBbIX TKAHEW CONPOBOXKAAETCS U3Me-
HEHWUAMM CTPYKTYPbl MblLUEYHbIX BOJOKOH. Tak, Mo AaHHbIM
MMUKPOCKOMUYECKMX MCCNefoBaHuin 6MONTaTOB MbILUEYHbIX
BOJIOKOH 605bHbIX [LIM, BbiBNEHbl BbiCOKas Bapuabesnb-
HOCTb Pa3MepPOB MbILWEYHbIX BOJIOKOH, @ TaKXe Hanuiue
60MbWOro 4Yucna «KPyribix» M «HaLKYWEHHbIX» BOMOKOH,
B OT/IM4YME OT MHOMOYrOfbHbIX BOSIOKOH OAMHAKOBOro pas-
Mepa Yy 340p0oBbix Aob6poBonbLeB [48, 55]. BolpaxeHHOCTb
OAHHbIX U3MEHEHWUI KOPPENUPYET C TAKECTLIO ABUTraTeNbHbIX
HapyLweHWn 1 Bo3pacTom nauuneHTos [44, 56].

PasBuTME MaKCMManbHOro MbIWEYHOrO YCUANS 3aBUCHUT
OT 4YMCna CapKOMEPOB B MbIWLE M WX ANMHbI, OTparkato-
len cTeneHb NepeKkpbITUS GUNaMeHTOB aKTMHa U MUO3U-
Ha [22, 35]. POCT MbIlWEYHbIX BOMOKOH MPOUCXOAUT MyTEM
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no6aBneHns HOBbIX CapKoOMepoB Moa [AencTBMEM pac-
TSAXKEHUS, Harpy3ku WAM pocTa npunexallen koctu [57].
OrpaHuyeHne ABWUratenbHOM aKTMBHOCTM M CMACTUYHOCTb
npu nospexgeHusax LLHC moryt HapylwaTb npouecchbl Mbllley-
HOrO pocTa W MPUBOAWUTb K YBENMYEHMIO HE KONMYeCTBa,
a [AMHbl capkoMepoB. Ha npumepe MbllLbl JIOKTEBOrO
crnbaTens KUCTU Y NOAPOCTKOB M MONIoAbIX B3pocabix ¢ AL
6bIN0 BbIABAEHO YBEIMYEHUE AIMHBI CAPKOMEPOB, COMPOBO-
KOaemoe CHUXKeHMeM cunbl MblwLbl 4o 40% oT HopMbl [58].
YonnHeHne capKkomepoB NPUBOAMT K YMEHbLUEHMIO NoLLaan
NepeKpbITUS aKTUHOBbLIX 1 MUO3MHOBLIX GUNAMEHTOB U, Kak
CNeacTBMUE, CHUMKEHMIO CWJIbl MbILLEYHOMO COKpalleHus [22].

OOHON M3 BO3MOXKHbIX MPUYUH YAJIMHEHWS CapKomepa
MOeT OblTb M3MEHEeHWe CBOMCTB OEeNKOoB, OTBeYvalolinX
3a noagep)kaHve ero [AAuHbl M COMPOTMBASEMOCTU pac-
TAXEHUI. MraHTCKMM 6eNoK TUTUH — CTPYKTypHasi OCHOBa
capKomepa — MPOAEMOHCTPMPOBAN CMOCOBGHOCTb MEHSATb
CBOM M30DOPMblI U MEXAaHWYECKME CBOWMCTBA B CepAaeyHOMn
MbilWLEe noa AEWCTBMEM XPOHWYECKOW wuwemuun [59, 60].
AHanornM4yHble NPoLLecChl MOryT NPOUCXOANTL U B CKENETHOWM
MblWLEe Ha POHE HaPYLLEHHOM MHHEPBALMK U CNACTUYHOCTMU.
Tak, B pa6otax R. Lieber v J. Friden 6bl110 NOKa3aHO yMeEHb-
WEeHNEe PaCTAHKMMOCTM OTAENbHOrO MbIWEYHOrO BOJIOKHA
cnacTUYyHOM Mblwubl [61, 62]. MoBbILEHHOE CONPOTUBIEHME
PacTAKEHUIO He O6blN0 CBA3AHO C M3MEHEHWEM 3MEKTPO-
MUOrpadryeCcKmX XapaKTEPUCTUK BOJSIOKHa [63] 1, No Bcew
BEPOSTHOCTU, OOYCNOB/IEHO MEPECTPOMKON CTPYKTYp, OTBE-
YyalLlmMx 3a NoaaepKaHme 4anHbl capkomepa.

HecMoTps Ha CHUXKEHMEe PacTaKMMOCTU OTAENbHOro
MbILWEYHOro BOMIOKHA, NYYOK CMACTUYHbIX MbIWEYHbIX BOJSO-
KOH 06nafaeT 60Mbluen pacTAKMUMOCTbIO, YEM MYYKKU BONO-
KOH 340p0BOM MbllLbl [61, 62]. B 300p0BOM MbILLLIE MYYOK
BOJ/IOKOH 06/1ajaeT 3HaA4YUTENbHO OOSblUEN YCTOMYUBOCTLIO
K PacTSKEHMIo, YeM OTAeNbHOE MbllEeYHOE BOSIOKHO, 3a CHET
CBOWCTB BHEKNETOYHOIrO MaTpUKCa, COAEPKALLErO B CBOEM
cocTaBe KofnareHbl pasfiMyHbIX TUMOB, a TaKKe NPoTeoru-
KaHbl 1 rukonpoTteunHsbl. Mpu QUM mbiwubl cogepxaT 60/b-
Lee KOIMYEeCTBO BHEK/IETOYHOIO MaTpMKCa, HO ero Ka4ectso
M COMPOTUBIIEHUE PACTAHKEHMIO 3HAYUTENBLHO YCTynaeT 340-
pPOBbIM MbiWLUam [61].

Taknm 06pa3oM, CTPYKTYpHbl€ WU3MEHEHWS B MblliLaX
npu AU oTparkaloTcs He TONbKO Ha WX COKpaTUTENbHOWM
CMNOCOBGHOCTH, HO U Ha MacCUBHbLIX MEXaHUYECKMUX CBOMCTBAX
OTAENbHbIX MbIWEYHbIX BOSIOKOH M WX My4YkoB. N3meHeHus
YNPYro-anacTMYECKUX XapaKTEPUCTUK MblWLbl BAWSET Kak
Ha CONPOTUBMIEHNE, KOTOPOE HEOBXOAMMO NPEOAONETb MblLL-
Le AN Havana COKpalleHus, TaK U Ha TO, C KaKoW cuiomn
MbllLa 6ygeT COMpPOTUBASATLCS PaCTAXKEHWUIO MPU COKpa-
LLEHNN aHTaroHuctoB [15]. MTorom NoAo6HbIX M3MEHEHUM
CTAHOBUTCH CHUXEHME CU/bl MbILWEYHOro COKpalleHUs
M M3MEHEeHMe 3Hepro3aTpar Ha MHULMALMIO ABUKEHUS.
OTCpOYEHHbIM CNEACTBMEM HapyWeHUs CTPYKTYpbl M ana-
CTMYHOCTM MblLIEYHON TKaHW cTaHoBMUTCA GOpMUpOBaHHUE
KOHTPaKTyp, BCTpeyatolleecs y nauuneHTos ¢ AU co Bcemun
YPOBHAMMU ABUraTtenbHoro pa3sutms no GMFCS [64].

BuomexaHuuyecKne acneKkTbl MbILLEYHOW C/aGoCTH

Y nauueHtoB ¢ AU oTmevaeTcs cHuxeHue obbema
W ANTMHbBI NapeTUYHbIX MbILWL, a TaKXKe naowanm nonepeyHoro
cevyeHus MbllleYyHoro 6plolKa W yrna MepucToCcTU Mblll-
LUbl — MapaMeTpoB, onpeaensiowmnx cuay U CKoOpocTb pas-
BUTUS MbllLeYHOoro ycunus [45, 65]. MNpn remmnapese MblLl-
Lbl Ha CTOPOHE MOBPEXAEHWS MEHbLUEe, YEM Ha 340POBOW
KOHEYHOCTH, HO M Te W Apyrue OoTaMYaloTCs Nno A/iHe M 00b-
€My OT MblLLL, Y 340P0OBbIX CBEPCTHUKOB [55]. CHUKEHME 06b-
eMa MKPOHOXHbIX Mbiwy, npu AL MoXKeT 6biTb BbIABAEHO
y)e B Bo3pacte 15 mec [66], K AOWKOIbHOMY BO3pacTy

noxoauTtb Ao 22%, a K B3pocaomy — Ao 45% B cpaBHeHUH

CO 340POBbIMU CBEPCTHUKaMM [66]. HapacTaHne MbllleyvyHo-

ro agepuumnta ¢ BO3pacTtoM OTMEYaeTCs BO BCEX OCHOBHbIX

MbILWEYHbIX Fpynnax KOHeYHoCTeNn ¢ npeobnajaHnemM B AuC-

TanbHbIX cCErmeHTax [67].

M3meHeHune anvHbl MblwL npy AUMN BkaovyaeT gBa nato-
NIOTMYECKMX acneKTa:

1) yKOpoOYeHue MbllevyHoro 6ptolka (Ha 10% ans meaunanb-
HOW FOIOBKM MKPOHOMXHOM MbllWUbl MO AAHHbIM yabTpa-
3BYKOBOr0 uccnenoBaHmnsa 16 noapoCcTKOB CO criacTtuye-
CKUM remunnapesom [68]);

2) yanvMHEHWe cyxoxunus [15].

OnTuManbHoe pa3BUTME MbILLIEYHOIO YCUINS BO3MOXK-
HO MpW ONpeaeneHHoOM UCXOAHOM AnnHe Mblwubl [22, 30].
YKOpPOYEHHOE MblleYHOE OPIOLIKO COAEPIKUT MEHbLLEE YUC-
/10 CapKOMEPOB, YTO MPUBOAUT K CHUMKEHUIO MaKCUMasbHO
pa3BMBAEMOro MbIWEYHOroO ycununs. B To e Bpems 3a cyeT
nepepacTsaKeHUss CYXOXMNbHOM YacTu MOryT HabnogaTbCs
yBenuyeHve obLen AIMHbI MbllEeYHO-CYXOXKMUIbHOMO0 KOM-
njeKca W ero HeonTMMasnbHasa npeacraptoBas AnunHa [30].
[nuTenbHoe BbIHYXAEHHOE MOMOXKEHNE KOHEYHOCTH BChed-
CTBME YKOPOYEHMS CNacTUYHbIX MblwL npu ALUM npusogut
K nepepacTaKeHWIO MbllL-aHTaroHUCTOB M MX GUoMexaHu-
YECKOM HEecOCTOATENbHOCTM [15], YTO MOMKET ycyrybnsatbcs
pa3BUTUEM DUKCUPOBAHHbIX CyCTaBHbIX KOHTPaKTyp [64].

Taknm 06pa3oM, K OCHOBHbIM BMOMEXaHUYECKMUM acneK-
TaM CHUWXEHWUS MblleyHon cuibl npu AUM MOXHO OTHe-
CTW paHHee W nporpeccupyollee yMeHblEHWE MbILEYHOrO
o6beMa (KaK B MapeTuyHbIX, TaK U KIMHUYECKN MHTaKTHbIX
KOHEYHOCTSX), U HapylweHne 6GuomMexaHudecKoro 6GanaHca
BCMEACTBME WM3MEHEHUS AJIMH MbIWEYHON U CYXOMXKMIbHOWM
YyacTer B MbllWLax-aroHUCTax M aHTaroHucTax.

CAPKOMNEHMUSA NMPU AETCKOM LLEPEBPAJIbHOM

NAPAJIMME

BblwenepeyncneHHble CTPYKTYpHbIE U GYHKLMOHANbHbIE
nameHeHus npu AU MOXXHO paccMmaTpuBaTh KaK NepBuYHbIE
NPUYUHBI Mbllle4yHon cnabocTn. OaHaKo, Hapaay ¢ UCXOAHbI-
MU MOBPEXAEHUSAMM HEMPOMOTOPHOrO annapata Ana AaH-
HblX MaLUMEHTOB XapaKTEPHbl CHUXEHWE MbILEYHOW CUMbI
W yTpaTa ABWratenbHbIX HaBbIKOB C Bo3pacToM. [daHHoe
SIBfIeHMe He 0OBbACHSAETCS B MNOHOM Mepe GopMUpOoBaHUEM
KOHTPAKTYP MAN MHbIX OPTONEANYECKMX OCTIOKHEHWUM U MOXKET
OblTb Ny4ylwe O06OCHOBAHO C MO3ULUMK PU3UOSIOTMYECKOro
npoLecca — CapKOMeHnM — U3MEHEHWNS KayecTBa Mbllley-
HOWM TKaHW, CHUXKEHWS ee B6E/TKOBOW MaccChl, a TaKKe yTpaTbl
MbILLIEYHOM CUMbl C BO3pacTom [69], npoTeKatollen, ogHakKo,
C MHOWM CKOPOCTbIO, 4eM B HopMe. [1o 20 feT MbilleyHas Mac-
ca 30pPOBOro YenoBeKa pacTeT 3a CYET YBENMYEHNUS pa3me-
POB MbIWEYHbIX BONOKOH. [MpnumepHo nocne 25 net HaynHa-
loTCS MOCTeNneHHas yTpaTta ABUraTeNbHbIX eanHuL, 1 atpodus
BXOASLWMX B HUX MblLLEYHbIX BOSIOKOH [70]. Han6onee aktus-
HO 1 3aMETHO 3TOT Npouecc NpoTeKaeT nocne 60 NeT, CHUXKas
noBceaHeBHble (QYHKUMOHANbHbIE BO3MOXHOCTU MOMXMIbIX
nogen [71, 72]. B TeyeHue OAWUTENbHOrO BPEMEHW POb
COCTOSIHWS CKENETHOM MYCKynaTypbl B COXPaHEHUW 340POBbS
M Ka4yecTBa MWM3HM OcCTaBanacb HegooueHeHHoW. OAHako,
uccneaoBaHus MocnefHMx NeT 3acTaBuaM Mpu3HaTb cap-
KOMEHMIO OAHUM M3 Beaywmx GaKTopoB PUCKa NOBbILLEHMS
3a60/1€BaeMOCTU M TpaBMaTU3Ma, YacToTbl FrocnuTanmMaaumnn
1 NOTPEBHOCTU B YXOAE, a TaKKe yXyAWEHNS KavyecTBa KU3HU
M CMEPTHOCTK Y NNy, cTaplue 65 net [73].

K OCHOBHbIM acnexkTamM CapKOoMeHUMU MOXKMUAbIX UL, OTHO-
CAT aHabOoNMYeCKyl0 PE3UCTEHTHOCTb, M3MEHEHWS Kaye-
CTBEHHbIX XapaKTepUCTMK WM coCTaBa MbIIEYHON TKaHU
N HYTPUTUBHbIM aedunumt [12]. 3TK Ke naTtoreHeTU4ecKue
daKTopbl eaBa M He B 6ONblIEN CTENEHUM MPUCYTCTBYIOT



y nauueHtoB c nospexaeHusamu LIHC, npuyem B cnydvae
¢ ALUMN — c camoro paHHero Bo3pacTa.

AHaGonu4yecKana pe3MCTEHTHOCTb

MopaepxaHue NOCTOSHHOW MbllEYHON MaccChbl Y 340p0-
BbIX MONO/AbIX UL, OCYLLECTBASETCS 3a CHET 6anaHca Mexay
YPOBHEM CUHTE3a (aHabonnama) 6e/KOB MbILLIEYHOW TKaHu
M uX pacnaga (Kkata6onuama). C BO3pacTOM MNPOUCXOAUT
ocnabneHue peaKkumm opraHMama Ha GaKTopbl, B HOPME CTH-
MynupyloLmMe cMHTe3 6eflKa B MblllLax (noTpebneHne amu-
HOKMCNOT C NuLen n GU3NYECKYI0 aKTUBHOCTb), pa3BUBaETCS
aHabonuyeckas pe3ncTeHTHoCTb [74, 75]. PopmunpoBaHuio
aHab0/MYECKON PE3UCTEHTHOCTU Y MOMWAbIX UL CNOCO6-
CTBYIOT TaKue @aKTopbl, KaK CHWXEeHWe ABUraTtesibHOM
aKTUBHOCTU, XPOHMYECKOEe BOCMaNieHWe U OKCUMAATUBHBbIN
cTpecc [76, 77]. NTorom sBnAseTcs oTpuuaTenbHbl 6enKo-
Bbl 6anaHC W MOCTENEHHOE CHUXKEHUE MacCbl CKEeNeTHbIX
MblwL,. B cBOl ovyepeab, COKpalleHWe MblEYHON MaccChbl
BEET K CHUXEHUI0 06BbEMOB AEMOHMPOBAHUSA U MeTaboIN3-
Ma rt0KO3bl, YTO CNOCco6CTBYET GOPMUPOBAHUIO MHCYIUHO-
PE3UCTEHTHOCTU U CHUMKEHMIO OBLLErO YPOBHS 3HEpreTnye-
CKOro o6meHa B opraHuame [78, 79].

dopmnpoBaHme aHaboIMY4EeCKON PE3UCTEHTHOCTU MNpwU
[ALLMN B HacTosiLee BpeMs Mano nadydeHo [12]. BmecTe ¢ Tem
4NS NauMeHToB € AaHHbIM 3a60seBaHMEM XapaKTepHbl Kak
orpaHnyeHne GpU3M4YEeCKoN aKTUBHOCTU B CBSA3M C MEpPBUY-
HbIM HEBPOMOrMYECKMM AedULIMTOM, TaK M YacTble 3Nn3oabl
ONUTENbHOW UMMOGUNN3aLMKM — 3TanMHOEe W nocneonepa-
LMOHHOE runcoBaHue, cnocob6CTBytollee npeobnagaHuio
KaTaboIM4EeCKNX MPOLECCOB 1 MblllEYHON aTpodUU. TarKeCTb
ABUraTeNbHbIX HapyLWeHUN KOppenmpyeT Co CTENEHbIO CHU-
EHUS ABUraTeNlbHOM aKTMBHOCTM U GOPMUPOBAHUEM BTO-
PUYHBIX opToneanYecKnx gedopmauui, KoTopble, B CBOIO
oyepeab, ele 60nblle orpaHMyYnBatoT nepeasuKeHune [77].

OKcuaaTMBHbIM CTPEecC W XPOHWYECKoe BoOcnaneHue
npyn AUM moryt 6bITb 06ycnoBneHbl AedpULMTOM OTAENb-
HbIX HYTPMEHTOB U BUTAMWHOB, GaKTopaMun OKpyXKatloLlen
cpeabl (MacCUMBHLIM KypPeEHUEM, ANUTENbHbIM NpebbiBaHueM
B 3aKPblTbIX MOMELLEHMSX), COMYTCTBYIOWMNMMU XPOHUYECKHU-
MW 3a60neBaHUAMU U X Tepanuen (anunencuemn, 4actbiMu
pecnupaTopHbIMU UHEKLMAMK U T. A.) [80].

U3meHeHne KauyeCTBEHHbIX XapaKTepPUCTUK

M cocTaBa MbILEYHOW TKAHU

Hapsigy €O CHUXEeHMeM 4ucna v pasMepoB Mbllley-
HbIX BOMIOKOH ¢ Bo3pactoM (4o 50% c¢ 20 go 90 nert) [81]
ANS CapKOMEHUMU MOXKMUAbIX NOAEN XapaKTepHO U3MeEHEHWe
Ka4yeCTBEHHOro cocTaBa MbllLEYHOM TKaHU. 3adUKCUPOBAHO
YMEHbLUEHWE YWCna MbllWEYHbIX BOJIOKOH 2-r0 (6bICTPOro)
TMNa, a TaKKe BO3PacT3aBMCMMOE MOBLILEHWE KMPOBOK
MHGUNbTpaummn mbiwy [82, 83]. MNocTeneHHasa yTpata MOTO-
HEWPOHOB C BO3PACTOM TaKXe NPUBOAMT K AeHepBaLMOH-
HO-peNHHEPBALMOHHbBIM MEPECTPOMKaM B MbllLAX, YMEHb-
WEHMUIO MX CWUbl U CHUMKEHMUIO KayecTBa MPOM3BOJIbLHOIO
KOHTpONS 3a coKpalleHusamu [84]. JononHUTENbHbIM (aKTo-
poOM natoreHe3a BO3PACTHOW CapKOMEHWW CHMTAIOT Pas3Bu-
TMe ANCOYHKUMU MUTOXOHAPUN, OOYCNOBAEHHYIO YMEHblUe-
HMeM o6pa3oBaHWs afeHo3nHTpudocdaTta U HapyweHUem
3KCMPECCHU FEHOB, KOANPYIOLLMX CUHTE3 MUTOXOHAPHUANbHbIX
6enkoB [85, 86]. bonee nosaHWe nccnegoBaHUs NoKasanu,
4YTO MUTOXOHAPHaNbHaaA AUMCOYHKLMSA, UHCYIUHOPE3UCTEHT-
HOCTb U CHWXEeHMe GU3NYECKON BbIHOCIMBOCTM MOTYT 6biTb
B 6O/blUeN CTENEHN CBA3aHbl C YMEHbLUEHWEM ABUraTeb-
HOW aKTMBHOCTU U YKMPOBOM UHPUNLTPALMEN MbILIL, YEM
C OJHWM NULWb cTapeHunem [87].

C 3TOM TOYKM 3PEHUS, aHaNOrMYHble UBMEHEHUS B MblLL-
uax y nauueHtoB ¢ [AUMN (MHble NponopuuK MbllEYHbIX

BOJIOKOH Y }KMpOBas MHOUALTPALMS MbllL, PeopraHmM3aums
ABUraTeNbHbIX €4MHUL, U T. A4.) MOTYT paccMaTpuBaTbCs M Kak
nocneacTems nepBuYHoro nopaxenunsa LUHC, 1 Kak peaynbrat
npexaeBpeMeHHoM capKoneHnn Ha GoHe npeapacnonarato-
wmnx GaKTopoBs, B NEPBYIO 0O4EPEeab, MATONOABUKHOCTHU.

HyTputuBHbIN AeduuuT

OaHUM M3 daKTopoB, nNpeapacnonaratolmx K capKone-
HWK, CYMUTaAETCA HECOOTBETCTBME KONMYECTBEHHOIO M Kaye-
CTBEHHOI0 COCTaBa MaKpo- M MUKPOHYTPUEHTOB B MuLlie
NOXWABIX UL, UX PU3MUONOrMYEeCcKUM noTpebHocTam [12].
MMoMMMO HeadeKBaTHOro MOCTYM/IEHUSA NWUTaTeNbHbIX Be-
LWEeCTB M BUTAMUHOB C MULLEN B pa3BWUTUE CapKOMEHUU BHO-
cAT BKNag dopmupylowmecs ¢ BO3pacTOM MafbAWUrectus
U Manbabcopbuus [88]. BnusHMe Ha MbllleYHbIM MeTabo-
JIU3M ¥ CapKONeHuto Hanbonee M3y4eHo Ans Taknx NULEBbIX
KOMMOHEHTOB, KaK 6efKW, ANMHHOLEeNoYeYHble NoSIMHeHa-
CbIlWEHHbIE XUPHbIE KUCNOTbI, Kanbuuh, docdop, MarHuu,
BuUTaMUHbl D 1 rpynnbl B [89-91]. lpu paBHOW 3Hepretu-
YEeCKOM LeHHOCTM pauyMoHa NoXuible AU C capKoneHuen
B cpefHeM NoTpebnsoT MeHblue 6elKa Ha eQuHULY Macchbl
Tena, ButaMnHoB D, Bg, Bg, B4», E, Maruus, pocdopa u cesne-
Ha Mo CpaBHEHMIO C KOHTPOJIbHOW rpynnon 6e3 capKoneHuu
[92, 93]. AnekBaTHbIM Npuem 6enKa 0COBEHHO 3HaA4YMM C TOY-
KW 3peHuns NpoduiakTUKM aHaboInM4eCcKon pe3ncTeHTHOCTH.
Bbl10 NOKa3aHo, Y4TO CyTOYHOE NoTpebneHne 6enKa CHUXa-
eTca ¢ Bo3pactoM [94]. Kpome Toro, nuuLeBbIE MPUBbLIYKH,
CBfI3aHHble C HanbBONbLWKMM NpuemMom 6enka B obeaeHHoe
WU BeYyepHee BPEMS U HaMMEHbWWM — YTPOM, MOTYT npe-
NATCTBOBATb ONTUMAaNIbHOMY CUHTE3Y GE/IKOB B MbILLIEYHON
TKaHM B TEeYEHWe [HS, TeM caMblM BHOCS BKNnag B GopmMu-
poBaHWe aHaboMyYecKon pe3ncTteHTHocTn [95]. CpaBHeHHE
pPaLMOHOB MNOXWMABLIX NIOAEN, MKUBYLLMX CaMOCTOATENbHO,
rnokasasno, 4To Hambosnee cnabbiMK GU3NYECKU ObIIN TE, KTO
MeHbLUe BCero 6enka notpebnsn Ha 3aBTpak [96].

YacTb naTtonorn4yeckux ¢dakTopoB, CBA3AHHbLIX C MNUTa-
HUEM W CapKOMEHWEN Yy MOXKWAbIX, MOryT OblTb MPOCHEXKe-
Hbl U y nauneHToB ¢ AUIM. B pasnnyHbiX UccnegoBaHUax
HEOAHOKpaTHO 06CyXKaanucb xapaktepHble ana ALUIM Hapy-
LWEHNS NUTaHUa — AedpUunT Beca, HapylleHue pocTa, 6eNKo-
BO-3HEpreTMyeckas M MUKPOHYTPUEHTHAs HEAOCTaTOYHOCTb,
OCTEONEHUSA U OXupeHue [97, 98]. YcyrybneHue HyTpUTUB-
HbIX NPo6seM 1 aednUnUT 6ENKOBOro KOMMNOHEHTa B cocTaBe
Tena, Kak NpaBuWo, KOPpPEenMpyeT Co CTENeHblo ABUraTeNb-
Horo geduumta [99, 100]. YMEHbLIEHNE MbIWEYHON MacChl
y AeTen ¢ LuepebpasibHbiM NapaaMyioM MOXKET ObiTb 06yCNoB-
JIEHO HU3KUM MOCTYNJIeHUEM BENKOB C MULLEN, a TaKKe UX
HefoCTaTOYHbIM yCBOEHWEM. Cpean OCHOBHbIX MPUYMH KaK
MEAMLMHCKME acneKTbl (HapYLeHWS [NOTaHWUS, CHUMeHue
anneTtuTa, ractpoasodareanbHas pedsoKcHas 60ne3Hb,
Manbabcopbums U 3anopbl), Tak U coumanbHble daKTopbl
(HapyweHUs pexunma nutaHus, GU3MYeCcKMe U MeHTaslbHble
OrpaHW4YeHuns, BCTpeyvalolmecs y psaga B3pOoCabiX MaLneH-
TO0B ¢ AL, KOTOpble MOryT 3aTpyaHUTb CaMOCTOSATENbHYO
perynspHyo NOKynKy NpOAYKTOB M MPUrOTOBAIEHUE CNOMKHbIX
W NOJIHOUEHHbIX 671104, PUHAHCOBbIE TPYAHOCTU B obecneve-
HUM pa3HO06pPa3HOro paunoHa) [97, 101].

BmecTe ¢ Tem, 3HaumMmas YacTtb geten ¢ AU, HecmoTps
Ha nNpobnembl C rMMOTaHWEM M MULEeBapeHMeM, nosyvaet
KonnyectBo 6efika, COMOCTaBMMOE CO 3[40POBbIMWM CBEpP-
CTHWKaMK, AEMOHCTPUPYS, TEM HE MeHee, NPU3HaKK 6enKo-
BO-9HepretTMyeckon HegoctatoyHocth [102, 103]. OctaeTtcs
OTKPbITbIM BOMPOC, COMOCTaBUMbl M NOTPEBHOCTU B 6enke
y 300p0BbIX AgeTen u geten ¢ ALUIMN. MHorve nayueHtsl ¢ AL
NPOXOAAT PEryNapHY0 ABUraTeNbHYl0 peabunmTaumio, B TOM
Yncne C MHTEHCUBHbLIM PaCTSXKEHMEM M MUKPOTpaBMaTu3a-
LUMEeR MbllEYHbIX BOJMIOKOH, YTO MOApa3yMeBaeT MOCTOSH-
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HOE 3aMeLlleHne N BOCCTAHOB/IEHWE NMOBPEKAEHHON TKaHM,
a 3Ha4uT, U NOBbIWEHHbIE MOTPEBGHOCTU B MNOCTYNNEHUN 6en-
Ka ¢ nuuwen [103, 104].

[Opyron 3Ha4yMMbIi GaKTOP CHUMKEHWUS MbILLIEYHON CUbI
npu UM — gedmnumt ButTammHa D, y4acTBYHOLLETO HE TONbKO
B KOCTHOM MeTabo/n3mMe, HO U B CMHTE3€e psfa NPOTEMHOB,
paboTe MeMbpaHHbIX KasbLIMEBLIX KaHaNoB, a TaKKe NoBbl-
WEHWUM YYBCTBUTENBbHOCTM MbllEYHON TKaHW K aHabonuye-
CKuM ctumynam [105, 106]. Jedununt BuTammHa D oTmeyeH
y nauueHToB Bcex ypoBHen no GMFCS, Ho 6osiee BbiparKeH
y oeten ¢ GMFCS IV-V [104]. 310 06ycnoBfeHO KaK orpa-
HMYeHneM npebbiBaHWsa Ha OTKPLITOM BO34yxe, Tak U 6onee
BblpaXeHHbIMX CONYTCTBYIOWMMM NPO6IeMamMu, B TOM Yynucne
anunencuen. lNMpuem NPOTUBOINUNENTUYECKUX MpenapaTosB
MOXET 6bITb AOMNOMHUTENbHLIM GaKTOPOM pUCKa aeduuuTa
BuTaMuHa D [107].

Taknm o6pas3om, NaToreHeTMYEeCKMEe MEXaHU3Mbl CapKo-
NEHUU, N3yHEHHbIE Y NOXMNbIX ML, MOTYT 6bITb XOPOLLO NPO-
cnexeHbl 1 y nauunentos ¢ AUM. CHuxKeHne aBuraTenbHoOM
aKTMBHOCTM, HeageKBaTHOE MOCTYNJeHUe U/UN YCBOEHUE
MaKpO- 1 MUKPOHYTPMEHTOB C MULLEN, NCXOAHOE WU BTOPUY-
HOE M3MEHEHWE CTPYKTYPbl U COCTaBa MbILLIEYHON TKaHW Npwu
paHHMX noBpexaeHunsax LHC ycyrybnsaioT pucKk dopmupoBa-
HUS aHaboNMYECKON PE3UCTEHTHOCTU M PAHHEro CHUMKEHUSA
PYHKUMOHAaNbHbIX PE3EPBOB MbILIEYHOM TKaHU.

Bo3mMoXKHOCTH NpodunakTUKu capkoneHuu npu 4LMN

OnucaHHble NepBUYHbIE U BTOPUYHbLIE aCMEKTbl «MpPex-
[€BPEMEHHOIO CTapeHus» MbllEYHO-CKENETHOro annapara
y 60nbHbIX LM A0mKHbI y4uTbiBaTbCA NpU GOPMUPOBaHUMK
peabuInTaLMOHHOM U Ne4ebHOM nporpaMmbl MNaLMEHTOB.
Cpeau OCHOBHbIX HanpaBieHUn NpodUIaKTUKN capKoneHnn
B [laHHOW rpynne nauMeHToOB MOXKHO BbIAENNTb CleaytoLme.

OGecneyeHue peryasspHon PpU3UYECKOW HarpysKmu.
ApantupoBaHHasa ypoBH GMFCS, posupoBaHHas ¢uU3K-
YyecKasi Harpyska ocTaeTcs OCHOBHbIM (aKTOPOM COXpaHe-
HUA Mblle4yHoro o6bemMa U GyHKUUK. B cuctematnyeckom
0630pe J. Gillett  coaBT. NOKa3aHoO, 4YTO 3aHATUA, Hanpas-
NIeHHble Ha TPEHUPOBKY BbIHOCAMBOCTU U MbILWEYHON CUNbI,
CNoco6HbI 06ecneynTb rmnepTpodmio n n3ameHeHmne Mopodo-
JIOTUN N aPXUTEKTYPbI CKENETHbIX MbILWL, Y AETEN U B3POCbIX
c uepebpanbHbiM Napanuyom [108]. Puamyeckan Harpyska
ABNseTca 06a3aTeNlbHbIM YCNOBUMEM YCBOEHUS HYTPUEHTOB
M NpodUNaKTMKM aHaboNM4eCKon Pe3UCTEHTHOCTHU, OCTeone-
HUW M COMYTCTBYIOLLMX NATONOMMI AbIxaTeNbHOW, CEpPAEYHO-
COCYAUCTON, NULLEBAPUTENBHON U APYTUX CUCTEM.

KoppeKuus HyTputuBHOro crartyca. [logpasymeBaeTr
noa6op KOMMYECTBEHHOIO M Ka4YeCTBEHHOrO cocTaBa paLy-
OHa nauueHToB ¢ UMM ¢ y4yeToM UHAMBWAOYANbHOIO YPOBHS
OBUratesibHOM aKTUBHOCTU U peabuInTaLMOHHOW HarpysKu,
COMYTCTBYIOLWMX HapyWeHWUN MuLIEBapeHns, npuema npo-
TMBOJNUIENTUYECKUX WM APYrnx npenapaTtoB. BakeH Tuia-
TENbHbIX KOHTPOJSIb BO3MOXHOCTU GU3MUONIOMMYECKOTO MpPHK-
emMa 1 yCBOEeHMS NuUwn. MNpu TEKEeNbIX HapYLWEeHUaX roTaHus
W MulieBapeHs CBOEBPEMEHHOE BBeAEHWe cneunannsu-
POBaHHbIX MPOAYKTOB MNUTaHMSA, YCTaHOBKA racTpOCTOMbI
SBASIOTCH BaXHbIMWU 31€MEHTaMK NPOodPUNaAKTUKM THXKENON
6€eNKOBO-3HEPreTMY4eCcKoM HeJOCTaTOYHOCTU U KaTabonmama
MbilweYyHon TKaHu [100].

MOHUTOPUHI 3PPEKTUBHOCTU peaduIUTaLUOHHbIX
W NIe4e6HbIX BMellaTeNIbCTB U UX BJIMSIHUA Ha Mbllley-
HYI0 TKaHb. BONbWWHCTBO METOAOB peabunuTauun npu
AUT Tak unuM nHavye BO3AENCTBYET Ha OMNOPHO-ABUraTesb-
Hbl annapaT KakK «opraH-muleHb» nospexaeHunsa LHC.
Mpu BbIGOPE METOAA NeYeHus cnegyeTt NpMHUMaTb BO BHU-
MaHuWe ero oTganeHHoe BAUSHUE Ha CTPYKTYPY U OYHKLIMIO
MbILIEYHON TKaHM C Y4€TOM BbILIEOMUCAHHBIX MEXaHNU3MOB

NOBPEXKAEHUS 1 NEPECTPONKN HEMPOMOTOPHOro annapara.
CnepyeT nNo BO3MOXHOCTM naberatb ANUTENbHOM UMMOOK-
IM3aumnmn, NOBTOPHbIX XMPYPrMYECKMX BMellaTenbCTs, 0COo-
6EHHO CNOCOOGCTBYHOWMX PYOLIEBAHUIO MbIWLEYHON TKaHM
(NOBTOPHbIX MHOMECTBEHHbIX MWOPUOPOTOMMI), YaCTOro
nposegeHnsa 60TynMHoTepanmn. OCTOPOXKHO OTHOCUTLCH
K HeobpaTMMbIM HEWPOXMPYPrMYECKMM BMellaTenbCTBaM,
B MEpBYI ovyepeab HeBpoToMUAM. BaxkeH npodunakTtu-
YEeCKWN opToneanyecKMn noaxod C MCrofib30BaHWEM TeX-
HUYECKUX CPeAcTB peabunutauuu M NO3UMLMOHUPOBAHUS,
COXpaHSAWMIN onTuManbHoe 6UOMexaHn4ecKkoe COoTHoLWe-
HWe B CycTaBax M AJIMHY MbllWL,. XMpypruyeckas KoppeKuus
opToneaMyeckux gedbopmanuni OoKHa NPOBOAMTLCHA CBOe-
BpeMeHHo. [lpyM HanuMyMm noKalaHuM NpeanoyvTUTENbHO
0AHOBPEMEHHOE BMELWaTenbCTBO Ha HECKONbKMX YHKLM-
OHa/bHbIX YPOBHSAX (MHOroypoBHeBas XMpyprus). JaHHbIn
noaxon 6bln pa3paboTaH M HaydyHO OB6OCHOBaH B MeEPBYIO
oyepeab y naumeHtoB ¢ GMFCS I-Ill. OgHOMOMEHTHbIE
MHOrOypoBHEBblE BMellaTebCTBa MNO3BONSIOT HE TOSb-
KO MWHMMMU3WPOBATb YUCAO onepauum u oblwuin nepuon
MMMOGUIM3ALMK, HO M OTKOPPEKTUPOBATL BECb KacKaj
OGUOMEXaHUYECKUX HapylleHnn, obecnedynB pebeHKy ONTuU-
MasibHble YCNOBWUA ANa ABUraTenbHon peabunutaumm [109].

3AK/TIOYEHUE

MbllweyHaa cnabocTb U yTpaTa ABUraTe/ibHbIX BO3MOX-
HocTen y nauymeHToB ¢ ALUIMN — mHorodaKkrtopHas npobne-
Ma. MepBuyHble nospexaeHns LIHC npuBoasaT He TONbKO
K HapyLIEHMIO UHHEPBALMU MbILWL, U LLEHTPaSbHOrO KOHTPONS
[ABUXEHUI, HO M K NaTONOMMYECKUM YCNIOBUSAM ANS Pa3BUTUS
OMNOPHO-ABUIraTe/IbHOM CUCTEMbI C CaMOro paHHero atana.
310 NpUBOAUT K POPMUPOBaAHUIO BTOPUYHLIX OpTOoneauye-
CKMUX OCNIOXHEHUN, BUoMexaHU4YecKomMy aucbanaHcy u cos-
[JaHWI0 NPeanochIIOK AN paHHero 3amnycka eCTeCTBEHHbIX
MEXaHU3MOB CapKOoMneHun. BropuyHble ocnoxkHeHus UM —
OBUratenbHblin AePuULUUT, ManonoaBUKHbIM 06pas KWU3HW,
HYTPUTUBHbIE HapYyLWEHUs, CONyTCTBYKOWME 3aboneBaHus
M MEeTOAbl MX KOPPEKLUMW — OTparKaloTCs Ha COCTOSAHWUM
MbILLIEYHOW TKaHW U, KaK cneacteme, Ha GU3NYECKOM BbIHOC-
JIMBOCTKU, CMOCOBHOCTM K CaMOOOBCyXMBaHUIO, KayecTBe
M NPOAOIKUTENBHOCTU XKM3HM MauumeHToB. OnTumanbHoe
OKazaHue nomouwm nauneHtam ¢ AUM gonkHO BKIOYaTb
B ceb6s NpoduIaKTUKy ONUCaHHbIX BO3PACTHbIX M3MEHEHUM
MbILEYHOW TKaHW, KOPPEKLMIO NMOBCEAHEBHOM aKTUBHOCTU
M pauMoHa nauueHToB, BbI6Op MpaBUIbHOM TaKTUKK pea-
ounuTaummn, MUHUMMU3aUMIO HEBNAronpUATHBIX Sie4ebHbIX
BO34ENCTBUM M 06OCHOBAHHYIO MEANMKAMEHTO3HYIO U XMPYP-
TMYECKYI KOPPEKLIMIO CONYTCTBYIOWMX HAaPYLLUEHWUH.
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B cBA3U C LIMPOKUM MPUMEHEHUEM FEHHO-UHXKXEHEPHbIX Guosorndyeckux npenapartos (FTMBIT) B ne4eHUn MMMYHOOMNOC-
penoBaHHbIX BOCMannTesbHbIX 3ab0/1eBaHnii OCTPO BCTaeT BOMPOC O AajbHENLLe TeparneBTUYECKON TaKTUKe BeAeHus
TaKUX NaLUUEHTOB C y4ETOM TSXKEI0M 3NUAEMMOIOrMYECKON 0BCTaHOBKM, BbI3BAHHOM NaHAemMuer HOBOro KopoHaBsupyca
SARS-CoV-2. B 0630pe cobpaHbl akTyasbHble AaHHble 0 natoreHe3e COVID-19 ¢ pa3BUTUEM OCTPOIro PECMPATOPHOro AMC-
Tpecc-cuMHAPOMa, 06YC/I0BIEHHOIO CUHAPOMOM BbICBOBOMAEHNS LIMTOKMHOB («LUUTOKMHOBBLIN LUTOPM»). PaccmatpumBatoTcs
BaunsHue MBI Ha natoreHe3 COVID-19 n ux posb B nev4eHnn Tsxenbix gopm COVID-19. B 0630pe oTpaKeHbl nocieaHme
peKoMeHAaLnn MexayHapoaHbIX accoymaLmil/KOHCEHCYCOB 1 HabIloAEeHUS Bpayen pasindyHbIX creymaibHOCTEN o BOMpo-
cy npepbiBaHus/npogomxeHunss tepanmn F'MBI ¢ oyeHKow nocaeicTBUi B cydae rnpepbiBaH1s 6U0JI0rM4eCKoM Teparnmm.
KnioyeBble cnoBa: reHHO-MHXEHEPHbIe 6uosiorndyeckue npenapatbl, SARS-CoV-2, COVID-19, cuHAPOM BbiCBOGOXKAEHUS
LINTOKMHOB, «LIMTOKMHOBBIM LUTOPM», OCTPbIA pecrnupaTopHbii auctpecc-cuHapom, TNFw, IL1, IL6, IL17, IL23, sHyc-KnHa3bl
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B NIe4eHUM TAXKEeNbIX UMMYHOOMOCPELOBaHHbIX 3aboneBa- JIEHHbIM/TApPreTHbIM [JENCTBMEM Ha MMMYHHYIO CUCTEMY
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CUU U 9GPEKTUBHOIO KOHTPONSA Hag 601€3HbI0 C MUHUMaIb-
HbIM PUCKOM pa3BUTUSA NOBOYHBbIX 3PdEKTOB. B HacTosLlee
Bpems T'MBI WKMPOKO MCMoNb3yoTCsA B AepMaTooruu, pes-
MaTONOrMK, HEeBPOSIOrMK, FaCTPOIHTEPOIOrMM, OHKOMOMUK
WM TPAHCMNAAHTONOMMKN ANA JI€YEeHUS TAXeNblX NaTonorun,
TaKMX KaK ncopuas, CKAepoaepmus, aTonu4yecKkuin aep-
MaTuT, PEBMATOMAHbLIA apTPUT, CUCTEMHAs KpacHas BOS-
YaHKa, aHKWIO3UPYKLWMWIA CNOHAWINUT, pPacCesHHbIN CKIe-
po3, HecrneundPprUyecKknn A3BEHHbIN KonuT, 60ne3Hb KpoHa,
M MHOTUX APYrMX NaToONOrMYECKUX COCTOSTHWUM.

O6nagass BbICOKOM W36MPATENbHOCTLIO [AENCTBUSA
W LeneHanpaBieHHOn dapMaKONOrMyecKon aKTUBHOCTbLIO,
6uonornyeckme npenapatbl MMEOT 06LWMK Hebnaronpu-
ATHbIA NOBGOYHbIN IPDEKT — YyrHETEHNE UMMYHHOM CUCTE-
Mbl OpraHM3mMa W MOBbIWEHWE PUCKA Pa3BUTUS TAXKeNblX
MHOEKUMIN, B TOM 4ucne MHPEKLUUN OblXxaTefbHbIX MyTEW.
TaK, N0 HEKOTOPbIM AaHHbIM, NMPWU NE€YEHUU UHITMBUTOpPa-
MK daKTopa HeKkpo3a onyxonu anbda (tumor necrosis
factor alpha, TNFa), B 60nblien cTeneHn LepToIn3ymMa-
60M, B CpaBHEHWM C rpynnon, rnofyyaslen nnauebo,
obuiaa yactota MHPEKLUUA, B TOM YUCNE BEPXHUX AblXa-
TeNbHbIX MyTeEW, Oblla Bbile Ha 7%: OTHOLWEHWE LWaH-
coB (OW) 3,51; 95% poBepuTenbHbiM WHTepBan (ON)
1,59-7,79 [1, 2]. B TOoN e Mepe MNoBbIWAET PUCK pas-
BUTUSA PECNUPATOPHbIX MHOEKLMIN U TOLMAU3YMAO — UHIU-
6uTop uHTepnenkuHa (interleukin, IL) 6 [3, 4]. JleyeHune
PUTYKCMMaBOM (XMMEpPHbIE MOHOK/IOHaNbHblIE aHTUTena
K CD20 aHTureHy B-KneToK) ConpoBOXAanoCb pPas3BUTU-
eM TaXenblX UMHPEeKuMn y 7% nauymeHToB, y 6O0MbLINH-
cTBa — MHeBMOHUM (1% Bcex HabnwaeHwin), ocCoOBEHHO
NPU UCXOAHO HU3KKX YPOBHAX MMMYHOMOBYNMHOB B CbIBO-
poTke KpoBu [5]. UccnepgoBaHnsa npoduna 6e3onacHo-
CTW yCTeKMHymMaba (MHrmbutop IL12 u IL23) He BbIABUAK
NOBbIWEHUSA PUCKA BO3HMKHOBEHWS MHEBMOHWW, OJHAKO
NPOAEMOHCTPUPOBANN YBEIMYEHME 4HACTOTbl HOCOMNOTOY-
HbIX UHPeKuMn o 10% [6]. Mpu npueme cexkykmHymaba
(MHrM6uTOP ILL7 A) pasButne 3aboeBaHni BEPXHMUX Ablxa-
TENbHbIX NYTEN OTMEYEHO MOYTH Y 7% NnauMeHToB, cTpaja-
owmMx ncopmnasom [7]. 3HauynTeNnbHoe yBenmMyeHne puUcKa
BO3HMKHOBEHUSA CEpPbe3HbIX MHbEeKUnn nokazan u MBI
aHakuHpa (MHrubutop IL1): OLU no cpaBHeHMIO ¢ naaue-
60 — 4,1 (95% AN 1,2-16,8), Bbille — Npu KOMOUHa-
unn ¢ ataHepuentom [8]. Bce 370 BbI3bIBAET OonaceHus,
0CO6GEHHO C YY4ETOM OTHArOLEHHOW 3MNUAEMMONOrMYECKON
06CTaHOBKM B MMpe, BbI3BaHHOW NaHAeMUEN HOBOIO KOPO-
HaBupyca SARS-CoV-2 (severe acute respiratory syndrome
coronavirus 2 — TAXKeNbli OCTPbIM PECMMUPATOPHbIA CUHA-
poM KopoHaBupyca 2), CTPEMUTENbHOE pacnpocTpaHeHue
KOTOPOTO0 C KaXAblM AHEM NOBbIWAET yPOBEHbL 3ab6oneBae-
MOCTU U CMEPTHOCTH.

COVID-19 (a66peBuatypa ot aHrn. COronaVirus Disease
2019) npeactaBnaer cobor Bbi3BaHHYD SARS-CoV-2
OCTPYIO pPEecnupaTopHytd MHOEKUMIo, KoTopas MMeeT Kak
NIETKYI0, TaK U KpanHe TsKenytlo GopMy TEYEHUS C Pa3BUTUEM
OC/IOXHEHWIW B BUAE BUPYCHOW MHEBMOHWU, OCTPOro pecnu-
paToOpHOro AUCTPECC-CMHAPOMA C AblXaTelbHOM W MOoanop-
raHHOM HefOCTaTOYHOCTbIO, BbICOKMM PWUCKOM NeTaNbHOro
ncxoaa [9]. SnNMAEMMONOrMYecKne AaHHble MOKa3blBaloT,
4TO0 6ONbLWNHCTBO MHOMUMpPOBaHHbLIX SARS-CoV-2 nepe-
HOCAT MHPEKUMUIO B BGECCUMMNTOMHOW WAW fierkon dopme,

ofHaKo, NpuénuautenbHo y 20% nauneHToB pa3BMBaETCS
XapaKTepHOe OC/IOKHEHUEe — TSXKeNblt pecnupaTopHbIn
anctpecc-cuHapom [10].

B anoxy naHaemun COVID-19 aKTyanbHOCTb MNpPUOG-
pena npo6nemMa HeO6XOAMMOCTM OTMEHbI, B TOM 4ucle
y AETEN, UMMYHOCYMPECCUBHbIX BMONOMMYECKMX NpenapaToB
Ha ¢oHe NPOTUBOMHOEKLMOHHOM Tepanuu. [JoKTopa pas-
NIMYHbIX cneunanbHOCTEM B CBA3M C HEAOCTaTOYHOM Ha
CEerogHAWHNMN OeHb AOKa3aTeNlbHOM 6a30M, COMHUTENbHbI-
MW A@HHbIMW O BJIMSIHUM BUpYyCa Ha OpraHnaM MMMYHO-
KOMMPOMETUPOBAHHbIX MaLMEHTOB, MafbiM KOJIMYECTBOM
HabnwogeHun 3a 6oMbHbIMUK, Nonyyatowmmm MBI Ha doHe
pPa3BUTUS ¥ HUX KOPOHaBMPYCHON MHOEKLUMUK, a TaKKe He-
onpeaeneHHocTblo B Bonpoce BaunsaHusa MBI Ha Bocnpu-
MMUMBOCTb K SARS-CoV-2 3aTpyaHAOTCSA AaTb KOHKPETHbIN
OTBET Ha 3TOT cnopHbIn Bonpoc [11, 12]. PasymeeTcs, pelie-
HMe 06 OTMeHe unu npogomkeHunn npnema MBI npuHuma-
eTCsl BpayoM WMHAMBMAYaNbHO C OLIEHKOW pUCKa pas3BUTHS
MHbEKUMK, B3BEWMBAHMEM BCEX 3a M MPOTMB U onpegene-
HWS COCTOSIHUS, KOr4a noTeHuManbHas nofb3a npeBblllaeT
BO3MOHbIW PUCK.

Taknm 06pasoM, C Lefblo Ny4ylero NOHMMaHWe, Kak
KOHKPETHbIN BUONOrMYECKNI nNpenapaT BAUAET Ha MHODEK-
LIMOHHbIA npouecc, cTouT 6onee Noapo6HO pacCMOTPETb
natoreHe3 COVID-19 W BbISICHUTb OCHOBHble MeXaHW3Mbl
MMMYHHOro oTBeTa Ha MHduumpoBaHne SARS-CoV-2.

F'MNOTETUYECKMI NMATOrEHE3 COVID-19,
MEXAHU3MbI NPOTUBOBUPYCHOIO
WMMYHHTETA

MaTtoreHes passutnsa nHdeKummn COVID-19, BbI3BaHHOM
PHK-copepawmm Bupycom SARS-CoV-2, noKa A0 KOHUa
He BblicHeH. OAHaKo, yXKe eCcTb HEKOTOpPbIe NpeAcTaBieHuUs
0 ero BO34eNCTBUN Ha OpraHM3m U MexaHnamax GopmMmnpoBa-
HWS NPOTUBOBMPYCHOINO MMMYHUTETA, OCHOBAHHbIE Ha aHa-
nmse MHbopmaumm, NOAy4eHHOW, B TOM 4uUcne, B pe3yfb-
TaTte uccnegoBaHuM PoACTBEHHbIX BUMpycoB — SARS-CoV
n MERS-CoV (Middle East respiratory syndrome — 6nuxHe-
BOCTOYHbIV pecnupaTopHbi CUHAPOM).

M3BecTHO, 4To reHoM SARS-CoV-2 COaepKUT KaK MUHU-
MyM 10 OTKpbITbIX paMOK CYMUTbIBaHuA (open reading frames,
ORF) 1 KoampyeT HeCcTpyKTypHble 6enkn nsps (B SARS-CoV
n MERS-CoV), Heobxoanmble 45 peniMKaumm nu TpaHCKpUn-
unn BupycHon PHK: cTpyKTypHble 6enKku, BKo4Yas 6enok
BHelwHen o6on04kn N (nucleocapsid), 6en10K MeMbpaHbl M
(membrane), 6enok manon o6ono4kn E (envelope), wuna S
(spike), a TaKXe HECKO/bKO BCMomorartesbHblXx O€ENIKOB,
He y4acTBYIOLMX B penanKaLmm BMpyca, Ho, Mo HEKOTOPLIM
AaHHbIM, BAUSIOLLMX Ha YKIIOHEHME OT BPOXKAEHHOIO UMMYH-
HOro oTBeTa xo3siMHa [13-15].

Bzaumopgenctesne SARS-CoV-2 ¢ KneTKamu NpomMcxoauT
rnocne nonagaHusa BUpyca HEMNOCPEACTBEHHO B nerkue [16].
SARS-CoV-2, kak SARS-CoV u MERS-CoV, ana npoHuK-
HOBEHMWS B K/ETKY XO3fIMHA CBA3blBaeTCHd MOCPEACTBOM
CNamnK-rnMKonpoTemHa 060M04KN (S-6eflKa) C KIETOYHbIM
peuenTopoM aHrnoTeH3uHnpeBpalwatouero depmeHta 2
(angiotensin-converting enzyme 2, ACE2) B anbBeouu-
Tax Il TMna B nerkumx, obpasys KOMMAEKC, KOTopbiM 0bpa-
6aTbiBaeTcs TpaHCMeMOpaHHbIMKU CEPUHOBBLIMKU MpoTeasa-
mu Il Tna (TMPRSS2) xo3si1Ha. 310 NpMBOAWT K NOAABNEHMIO
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aKcnpeccum peuentopa ACE2, pacllenfieHUto U akTuBaLum
S-6enKa ¢ NPOHUKHOBEHWEM BUPYCa B KIETKY-MULLEHb, rae
NMPOUCXOAUT CAUAAHWME MemOpaHbl BUpyca W nna3maTtuye-
CKOW MeMO6paHbl K/IETKK, 3aTeM BbICBOOOXAEHNE BUPYCHOIO
reHoMa B UMTOMJa3My C Mocneaylolen TpaHCKpUNUMen,
TpaHcnaUnen, pennukaumnen, c6opKon U BbICBOOBOKAEHNEM
M3 KneTkn BupruoHoB SARS-CoV-2 [17-19]. Ocobo cneayet
BblAENUTb TOT daKT, 4To SARS-CoV-2 MoXKeT NpUBOAUTL K TOK-
CUMYECKOMY M30ObITOYHOMY HAKOMMEHUIO aHrnoTeHsuHa I,
KOTOpPbIX CNOCOGCTBYET BO3HUKHOBEHMIO OTEKA M Hapylle-
HUIO QYHKLUMM NErkunx, a TakKe, BepOosiTHEE BCETO, Bbl3blBaeT
OCTPbI pecnupaTopHbii AUCTPECC-CUHAPOM W MUOKapauT
B peaynbrate UHrnéuposaHusa ACE2 — BaHenLwero Komno-
HEeHTa PEeHWH-aHTMOTEH3UHOBOW cucTtembl [20]. OpraHamu-
MuweHamn gna SARS-CoV-2 aBnsa0TCA He TONbKO Nerkue,
HO ¥ cepaue, NOYKU U OpraHbl XeNyao4HO-KUILEYHOro TpaK-
Ta, TakXKe aKcnpeccupyowmne peuentop ACE2. 310 noa-
TBepXKAaaeTca HabngeHnem L. Minodier n coaBT., KOTopble
o6Hapyxunnn SARS-CoV-2 B Kenygo4yHO-KULLEYHOM TpaKTe,
C/IlOHE M Mo4e, onpefenuB TeM CaMbiM [OMNOSNHUTENbHbIE
nytm nepegadm mHobekuum [21]. lNoparkeHue Bbllenepe-
YUC/NIEHHbIX OPraHOB MPOUCXOAUT B pe3y/nbraTte BUPEMUM
nocne NMPOHUKHOBEHUSA BUPYCa M3 Nerkux B nepudepuye-
CKyto KpoBb [22].

EcTecTBEHHO, NPOHWMKHOBEHWE BUpYyCca B KIETKU Opra-
HU3Ma MHAOYLMPYET MMMYHHbIM OTBET C KacKagom Bocna-
JINTENbHbIX peakuuMi B MOpaKeHHbIX opraHax. [epBbiMu
aKTUBUPYIOTCH MeXaHU3Mbl BPOXAEHHON UMMYHHOW CUCTe-
Mbl, KOTOPOW NMPUHALNEXUT pellatolas posib B NPOTUBOBMU-
pycHOM oTBeTe. MMEeHHO COCTOSIHUE BPOXKAEHHOW UMMYHHOWM
cucteMbl U ee GYHKLUMOHUPOBaHWE SABJSIOTCA KpUTU4e-
CKMMW daKTopamu Ons npefckasaHus ucxoga 3aboneBa-
HUS. B 3TOM CBA3KW Ba)XHO OTMETUTb, YTO MMEHHO Y 340pO-
BbIX JieTen He Oblfo 3aperncTpupoBaHO TAXKENbIX Clly4YaeB
nHdpekunn COVID-19, nocKosibKy MMEHHO B 3TOM BO3pac-
Te€ BPOXAEHHbIN «TPEHUPOBAHHbIN» UMMYHUTET OT/INHaEeTCs
6ofiee cubHbIM, 4eM Yy B3pocnblx, NK-onocpegoBaHHbIM
BTOPUYHBIM BPOXAEHHBIM UMMYHHbIM OTBETOM, GOPMUPY-
joWLMMCS B pe3y/braTe YacTblX BUPYCHbIX MHOEKLMA U BaK-
uMHauuu. Kpome TOro, MeHbWWK PUCK WMHOULMPOBaHUSA
N TSXKENOro Te4eHUs 601e3HU y AeTeN MOXKET 6blTb 06YCNOB-
JIEH OTHOCUTENIbHO BbICOKOW aKcnpeccuen 6enka ACE2 [23].

MexaHu3Mbl BPOXAEHHOIO MMMYHUTETA MONHOCTbIO
3aBUCAT OT 3IKCMNPECCUU KINeTKaMu WMMMYHHOW CUCTeEMbI
opraHu3Ma peLenTopoB OMNO3HaBaHWA natrepHa (pattern
recognition receptors, PRR), ecnu To4yHee, TO MeEMOPaHHbIX
peLenTopoB ONO3HaBaHWA NaTTepHa, npeacTaBieHHbIx Toll-
noao6HbIMK peuentopamu -3, -7, -8, -9 (Toll-like receptors,
TLR), n uuTOonnasaMaTM4yeCKMMKU peuentopamu orno3HaBa-
HMS naTtepHa — cemenctBoM RIG-I-nogo6HbIX peuenTo-
poB (RLR), B 4actHoctM PHK-xenukasamu, RIG-I (retinoic
acid-inducible gene 1) 1 MDAS (melanoma differentiation-
associated protein 5). OCHOBHOM QYHKLUMEN 3TUX peLenTo-
poB ABASIETCA pacrno3HaBaHWe MnaToreHacCoLMMPOBaHHbIX
MONEKyNApHbIX NaTTepHoB (pathogen-associated molecular
patterns, PAMP), B ponuM KOTOPbIX BbICTyNalT BUpPyCHas
PHK nnn noBepxHOCTHble GENKN U [NIMKONPOTEUHbI BUpPYCa
[24, 25]. B peaynbrate 3aTOro pacrno3HaBaHWs NPoOMCXoasaT
aKTMBaLMA CUTHasIbHbIX NMyTen U GaKTOPOB TPaAHCKPUMLUK
(saepHoro ¢aktopa kB — NF-kB; 6enka-aktnBatopa 1 —

AP-1; perynaitopHoro ¢akrtopa wHTepdepoHoB 3 U 7 —
IRF3 n IRF7), ux TpaHcnoKaumsa B 94p0 KNETKU C MHOYK-
LUMEen TpaHCKPUNUMK, NOCNeaylolen 3KCNPECCUEN FEeHOB,
KOAMPYIOLWMX MHOrOYUCNEHHble MNPOBOCMaNUTENbHbIE
MOSIEKYNbl — UMTOKUHbI (TNFa; nHTEpdepoHbl | TMna —
IFNa, -B; nHTEpnenkuHol 1, 6, 8, 10, 18, 23) 1 XEMOKMUHbI
(CCL2, CXCLS8), KoTopble KOHTPOMMPYIOT NPOTUBOBUPYCHYIO
3aWwunTy opraHnama [26, 27]. Bnocneactsum nHTEPdEPOH
(interferon, IFN) Tvna | nocpenctsoM WHTEPDEPOH-a/3-
peuentopa (interferon-alpha/beta receptor, IFNAR) akTu-
BupyeT JAK-STAT nytb, B KoTopoM JAKL- n TYK2-KnHa3bl
dochopnnnpyoT TPAHCKPUMNUUOHHBbIE aKTOopbl CUrHab-
HOro 6enKka-TpaHcAyKTopa WM aKTMBaTopa TPaHCKPMMLUWUK
STAT (signal transducer and activator of transcription).
docohopununpoBaHHble MoneKynbl STAT1 n STAT2 o6pasytoT
retepoaMmepbl B Komnnekce ¢ IRF9, a 3atem TpaHcnop-
TUPYIOTCS B S4PO0, A€ CBA3bIBAKOTCS ¢ COOTBETCTBYIOLWMMHU
pPerynsiTopHbiMM NOCNEeA0BaTENbHOCTAMMW U 3anycKatoT TeM
CaMblM TPAHCKPUMLMIO FTEHOB, CTUMYNMPOBAHHbIX HTEPDE-
poHom (ISG), KOTopble CrNOCOBGCTBYIOT NOAABAEHUIO PENIIU-
Kauuv W aanbHenLero pacnpocTpaHeHus Bupyca Ha ero
paHHen ctagmun [13, 28]. Takoro He Habnwgaerca npu
nHduumposaHmn SARS-CoV, MERS-CoV n B TsKenbiX chny-
yasax nHpekumnn COVID-19 no npuynHe «yKNOHEHWUS» BUpYyCca
OT OGHapYKEHUS NOCPEACTBOM MEXaHWM3MOB BPOXKAEHHOIO
UMMYHUTETA, OO4HUM U3 KOTOPbIX ABNsSeTCs u3beraHme obHa-
pyXeHus KneTodHbiIMM PRR XxocTa ¢ nmomoubio NpoayLmpo-
BaHWA ABYXMeMOpaHHbIX BE3UKYN U pennKauumn Henocpea-
CTBEHHO B Hux [29, 30]. 310 BNeyeT 3a cobomr nogasneHme
npoaykumun IFN tMna | n gaet Hayano HEKOHTPOIMPYEMOM
CTPEMUTENBHOM BWMPYCHOW pennKauumn 3a cyeT ocnabne-
HUS NMPOTMBOBMPYCHOrO OTBETa. B cBOW oyepeab opra-
HM3M X035iIMHa OTBEYaET Ha 3TO YCUIEHHOW nponudepaumen
UMMYHHbIX KNETOK (HenTpodunbl, Makpodarm, MOHOLMTHI,
OEHOPUTHbIe KNeTKKU, T-kneTku, B-kneTtkn, NK-KNetku), mx
MacCcoBOW MUTpaLIMen B MoparKEHHbIE OpraHbl, HEKOHTPOJIK-
pyeMon runepnpoayKkumnen NpoBocnanmnTeNbHbIX LMTOKMHOB
(npenmyiectBeHHo IFNa, IFNy, TNFq, IL1B, IL6, IL8, IL12,
IL18, IL33, TGFB, GM-CSF) 1 XeMOKMHOB (MPenMyLLEeCTBEH-
Ho CCL2 un CXCL10O, B meHblwen ctenenn CCL3, CCL5,
CXCL8, CXCL9), ¢ pa3BuUTMEM CHHAPOMA BbICBOGOXKAEHMUS
UMTOKMHOB (cytokine release syndrome, CRS), unu TaKk
Ha3blBAaeMOro «LMTOKMHOBOrO WTopma». CMHAPOM COoMmpo-
BOXXJAETCA rMnepBoCnaneHMeM M PasBUTUEM KU3HEYrpo-
¥aloWmMX OCMOXHEHMUN (OCTPbIM PeCcnuMpaToOpHbIM AUCTpece-
CUHAPOM, MOSIMOPraHHas HeAOoCTaTOYHOCTb) B pesynbraTte
anonTo3a anuTennanbHbIX U 3HAOTENNANbHLIX KIETOK, Hapy-
LWEHNS MMKPOCOCYAUCTOrO WM asporeMaTnyeckoro Gapbe-
pa Nerkux, NponoTeBaHWs naa3Mbl KPOBM CKBO3b CTEHKM
cocyaoB M anbBeonsgpHoro oteka [31, 32]. CneayeT TakK-
e OTMETUTb Npoucxofslee Nnpu «UUTOKMHOBOM LITOPME»
nogasfieHne T-KJIETOYHOro OTBETa Yepes3 OnocpeaoBaHHbIN
TNF-3aBucumbln anonto3 T-numooumtos [33].

O4yeBMAHO, 4YTO HEManoBaXHyl0 pPoOfib B MaToreHese
COVID-19 wrpaeT pa3BuTME aganTUBHOIMO BUpYC-Creum-
GUYecKoro MMMyHHOro oTBeTa. Pa3BuTME ajanTMBHbIX
UMMYHHbIX PeaKkLMin HeoBX0oAMMO AN YHUHTOXKEHWUS mopa-
YKEHHbIX BUPYCOM K/IETOK U CUHTE3a HENTPANNIYIOLWMX aHTH-
Ten (NAbs), cBA3biBalOWMUXCH C peLenTopaMmn Ha MnoBepx-
HOCTK BUpYyca (B OCOBEHHOCTM C S-6eKOoM), 4TO B6oKUpyeT



ero B3anMMOeNCTBME C KIEeTKaMMU X039MHa U JalbHeunllee
pacnpocTpaHeHue [28, 34]. BbiwenepeyuncneHHble npo-
BOCnanuTenbHble MeanaTopbl (B Tom yucne IFN, KoTopbin
HanNPSMYIo aKTUBUPYET CNeLnPUYECKMn UMMYHUTET nocpea-
CTBOM CTUMYNSILIMKN AEHAPUTHBIX KNETOK, @ TaKXKe NoBbllaeT
aKTUMBHOCTb LMTOTOKCMYecKMx T- n NK-KneToK) 3anyckatot
KNETOYHbIM UMMYHHbIM OTBET Thl-Tuna, onocpeaoBaHHbIN
CD4+ u npeumyllectBeHHO CD8+ T-KneTkamu, aKTUBMPY-
10T B-numMdouunTbl, CNOCo6CTBYS pPasBUTUIO FyMOpPasbHOro
MMMyHHOro oTBeTa [35, 36]. Pe3naeHTHble AEeHOPUTHbIE
KNeTKn neroyHom TKaHu (resident dendritic cells, rDCs)
ABNAIOTCS OCHOBHbIMW @HTUIEHNPE3EHTUPYIOWMMU KIeTKa-
MW MPKU BUPYCHbIX MHbeKUuMax nerkmx [37]. MNocne 3axBaTa
W NPOLECCUHIa aHTUIreHa, NPeACTaBAEHHOrO CTPYKTYPHbIMM
6enkamu Bupyca, rDCs murpmpytoT B ApeHupytolLne (cpeano-
CTEHHbIE U WEeNHbIE) TMMPAaTUYECKHKE Y3ibl, TAe MPOUCXOANT
npanMmnpoBaHue HauBHbIX ThO-TMMPOLUTOB — pacnos3Ha-
BaHWE [N1aBHOro KOMMJIEKCa MMCTOCOBMECTMMOCTM (major
histocompatibility complex, MHC) Il knacca peuenTopom
T-KneTok ¢ o6paszoBaHMem KaK Thl-, Tak u Th2-kneTok ansg
aKTMBauuMm B-numdoouMToB U NPOAYKUMW UMK BUPYCHEWN-
Tpanuaylowmnx aHtuten (cneunduyeckue IgM wn 1gG) [38].
Cnepyet oTMeTUTb paboTy L. Liu 1 coaBT., B KOTOpOKW oTMeYa-
€TCS 3aMETHOE CHUKEHUE peniMKaLmMu BUupyca B pesynbraTte
LENCTBUS HEUTPANU3YIOLWKX aHTU-S IgG, nx JENCTBUE MOXKET
ObITb CBA3AHO C XM3HEYrPOXKAIOLWMM OCTPbIM MOBPEKAEHU-
€M fIerkmx 3a CHET ycuneHuns BbipaboTku IL8 n CCL2 [39].

Tem He MeHee, UMMYHHbIN OTBET Pa3BMBAETCS NPenmMy-
liectBeHHo no nytu Thl-numooumnTos, Bbigensowmnx TNFq,
IFNy 1 IL2, KoTOpble, B CBOIO 04epesb, MHAYLMPYIOT Nponnde-
pauuio unTotokenvyeckux CD8+ T-nuMmdboumTOB (KMNNepoB).
Mpe3eHTauua aHTUreHa «HamBHomy» CD8+ T-numdouunty
MOXET 6blTb aBTOHOMHOWM M OCYLLECTBNAETCH NOCPEACTBOM
pacno3HaBaHus monekynbl MHC | Knacca Ha noBepxHOCTH
aHTUreHnpeseHTupyoWwmnx Knetok (rDCs) ¢ conyTcTByOLWM-
MW KOCTUMYIUPYIOWNMMN CUrHanNamMu peLentopomM T-KneTok
[40, 41]. UHTepecHO npepnonoxervune C. Huang u coaBsT.
0 ceKkpeumn npu nHdekumnn COVID-19 Th2-kneTkamu LUTO-
KnMHoB IL4 1 IL10, nogaBnsitowmx BocnaneHmne. 31o otanMyaet
HOBbIM KOpoHaBupyc oT SARS-CoV M MOXeT 6biTb OAHUM
M3 GaKToOpoB OTHOCUTENbHO 61aronpUsaTHOrO0 TeyeHus
MHOEKLMK, BbiIzBaHHOM SARS-CoV-2 [31].

CuHAPOM BbICBOGOXKAEHUA LUTOKUHOB U TNBI

PaccmatpuBas npouecc pa3BUTUS «LLUTOKMHOBOIO LUTOP-
Ma», nin CRS, aBngoulerocs ocHoBHbIM ¢GaKTopoM naTore-
Hesa Taxenblx cnydyaes COVID-19 3a cyeT pa3BUTUS OCTPOro
pecnupaTtopHoOro AMCTpecc-CMHAPOMa, Heo6XoAMMO OTMe-
TUTb POSib B €r0 N€4EHMN UMMYHOCYMNPECCUBHbIX Npenapa-
TOB W, B 4YacTtHocTu, TMBI. [JoKa3aHOo, 4YTO LEHTpaNnbHyO
ponb B pa3sutim CRS nrpaet BbICOKUIW ypoBeHb IL6G, peuen-
Topbl (ILBR) K KOTOPOMY 3KCMPECCUPYIOT Makpodaru, Heun-
Tpodunbl n T-numboumtsl. Mpn B3anmoaenctemm IL6 ¢ IL6R
NPOUCXOAMT aKTMBauUMs NPOBOCMNANUTENbHOIMO Kackaja
yepes JAK-STAT3-nyTb (mocpeactBoM aktuBauuu JAKL,
JAK2 1 TYK2) [42—44]. lo3TOMYy UCNONb30BaHME TOLMINSY-
Maba B KayecTBe aHTaroHucrta peuentopa IL6 o6ocHoBaHO
B KynupoBaHun CRS n aBnsieTca Tepanven nepson JMHUK
KaK y AeTen B BO3pacTe cTaplwe 2 neT, Tak U y B3pOCablX,
HEe3aBUCMMO OT TOro, HabngalTcs NM y nauneHTa 6onee

BblCOKMe ypoBHM TNFa nmnu IL1 no cpaBHEHUIO C KOHLUEHTpPa-
umen IL6 [45]. PaHHee Ha3HayeHue nHrnoutopos TNFa m IL1
(aHaKKHpa), XoTb M aBnseTcs mMeHee 3adPEKTUBHON Tepa-
NeBTUYECKOM TaKTUKOW MO CPaBHEHUIO C UCMOSIb30BaHUEM
MHIM6UTOPOB IL6, HO TaKXKe yny4ywaeT COCTOSHWE BOMbHbIX
M MNOKa3blBaeT XOPOWMWUN KIAWHMYECKUN addeKT [46, 47].
MosBunncb HoBble cBeAeHUs O BAUAHUU JAK-UHIMOGUTOPOB
(Janus Associated Kinases, JAKs) B ne4yeHuun CRS, B cBA3MK
C YeM NpoBOAATCA HOBble MCCNeAoBaHMA W HabMAeHMS
C uenbto onpeaenntb nx adGEKTUBHOCTb M 6€30MacHOCTb.
B HacTosilee BpeMs AOCTYyrNHbl AaHHble 06 3DPEKTUBHO-
CTU PYKCONUTUHUOA (CENEeKTUBHbIN MHIMOUTOp JAKL/JAK2)
M UTauUTUHUOGA (CENEKTUBHbIN MHIMOUTOP JAKL) B neyeHun
CRS, oco6eHHO B KOMBUHaLMK ¢ Tounnnsymabom [48, 49].
HeobxoagMmo MOMHUTL O Kilaccuyeckon accoumaumnm CRS
C TepaneBTUYECKUMU MHDY3naAMM Takux TUBI1, kaK anemTyay-
Mab (MOHOKMNOHa/IbHOE aHTUTENO NPOTUB aHTUTreHa TMMPO-
umntoB CD52), mypomMoHa6-CD3 (MOHOK/IOHANbHOE aHTUTE-
o, HaueneHHoe Ha CD3-peuenTtop T-KNETOK) 1 pUTYKCMMab,
KOTopble MOryT yxydwaTb cOCTOosiHMe 60nbHbix COVID-19
W, BOBMOXHO, YBENUYMBATb PUCK Pa3BUTUS U UHOEKLMH,
n CRS [46].

HoBasi nHdopmaunsa o ponu Thl7-numdoumnToB B nato-
reHese CRS npu COVID-19 fonofiHAET Halle 3HaHMe O Mexa-
HM3Max NaToIorMYecKoro NPoLLecca 1 MOXKeT NpefoCcTaBUTb
HOBble CBeAEeHMS 0 NOTEHLUMaNbHO 3GPEKTUBHbBIX BapnaHTax
TepaneBTUYECKON TaKTUKKU [50]. M3BECTHO, 4YTO Y BOCNPUNM-
YuBbIX Ntogen anddepeHumposka Th17-nMmbouMTOB NPOUC-
XoauT noj genctemem IL6 u IL23 (4yepes aktuBauuio STAT3),
WHAYLMPOBAHHbBIX KOPOHABUPYCOM, M SBASETCH OAHUM
M3 GaKToOpPOB THAXKENOoro TeyeHus 6onesHun [51, 52]. D. Wu
M CcOaBT. NoKasanu, 4to Th17-KneTku aKkcnpeccupytoT IL17,
GM-CSF, IL1B, IL6, TNFa, a Takke noaasnfoT GyHKLMIO
perynaropHbix T-numoboumntoB (T-reg), yeunusatoT GYHKLUMIO
Th2-numdouMTOB M CNOCOBCTBYIOT MUIpaLm HENTpodKnIoB
B O4ar BocnaseHus, ycyrybnssa TeM camblM MMMYyHOMaTo-
reHeTU4yecKune npoueccbl BUPYCHON MHOEKLMM M NpUBOAS
K MacCMBHOMY rnopaxeHuto TKaHew [53]. Taxkectb COVID-19,
obycnoBsieHHas genctBueM Th1l7-KneToK M BblAensieMbiMU
UMW LLUTOKMHAMM, MOXKET HapacTaTb Ha GOHE IEroO4HOM 303U-
HOOUANKU, MUOKapauTa M KapaMoMMONaTUK, NMPUBOASLLMX
K TSXKENOW cepaeyHon HegocTaTtouHOCTU U cmepTu [54—-56].
3Ta MHpopmMaLma JaeT BO3MOXKHOCTb UCMONb30BaTh B Tepa-
nun CRS MHrMéutopsbl IL17 y naumMeHTOB C BbICOKOW KOHLEH-
Tpaumen aToro NpoBocnannTeNbHOro LMTOKMHaA [57].

NMPUMEHEHUE BUOJIOTMYECKUX NPENAPATOB:

PUCK WIN 3ALUUTHBIA GAKTOP?

Heo6xoaumocTtb otTMeHbl FTUBI

ToyHOro otBeTa Ha MocTaB/iEHHblIE BOMPOCHI MOKa HET.
PeweHne AOMKHO NMPUHUMATLCH BPayvyoM WHAMBKUAYaANbHO
Ha OCHOBaHWM AaHHbIX 0 dapMaKoguMHamuKe 6Guonorunye-
CKOro npenaparta, ero BO3MOXHOM BIUSHUW HA MMMYHO-
natoreHe3 COVID-19, a Take C y4eTOM pUCKa MHOULMPO-
BaHUA nauuneHTa BupycoM SARS-CoV-2. TaK, npuMeHeHune
MBI (Hanpumep, anemTty3ymaba, mypomoHaba-CD3, putyk-
cumaba), HenocpeacTBEHHO BUAIOWMX Ha KIETKU FyMO-
pPanbHOro M KNETOYHOro 3BeHa UMMyHUTETa (B-nuMboumThl,
T-numdoumnTbl) U/MNKN peuenTopbl Ha WX MNOBEPXHOCTH,
B onpeaeneHHblx 06CcTosTeNbCTBaxX CaeayeT NPUOCTaHOBUT,
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0630p NuTepaTypsbl

€CcniM 3TO BO3MOKHO, Hanpumep, Npu HebnaronpusaTHOM
3ANNAEMMONIONMYECKON 06CTAaHOBKE B PErMoHe NpoXKuUBaHuUs
nauueHTa, 0CO6EHHO NPKU Pa3BUTUM y NaLMEHTa NPU3HAKOB
COVID-19. lMpu 3TOM NPUMEHEHUE MHTUOUTOPOB SHYC-KMHA3
TNFq, IL1, IL6, IL17, IL23, ncnonb3yembiX B T€4EHUN aTOMNU-
4YeCKOoro gepmatuTa v pasnuyHblix GOpM ncopuasa, BeposT-
Hee Bcero, 6oJiee 6€30nacHO 1 He CBA3aHO C NOBbIWEHWEM
BOCMPUUMYMBOCTM UN YTSXKENEHMEM TeYeHWUs KOPOHaBMU-
pycHon wuHdeKuun. lNpoBeneHne Tepanuu MHrMéuTopammu
SIHYC-KMHA3 MOXET npepbiBaTb MMMYHONATONOrMYEeCKMe
peakuuu, BbidBaHHble BUpycoMm SARS-CoV-2, 4TO MCnosib-
3yeTcs B siedeHnn COVID-19. HabnwoaeHusa G. Monteleone
M coaBT. noaTBepkaatoT a1o [10]. ABTOpbI BblABUraloT Tak-
e runotesy o npuobpeteHnn yctomympoctu K COVID-19
y MNauMeHTOB, MCMOAb3YOWMX aHTULUMTOKMHOBYIO 6GMOSO-
rMYECKyl0 Tepanuio, MOCKOMbKY A0 HAacCTOAWEro BPeMEHM
y 3TOW rpynnbl 60/IbHbIX HE OblI0 3aPErMCTPUPOBAHO Chy-
YyaeB yBe/IMYEHMS 4acTOTbl MHEBMOHUI B YCIOBUSX anuae-
MWK KOPOHaBMPYCHOM MHPEKLMU NO CPaBHEHUIO C 0O6LLEN
nonynaunen [10]. OgHaKo, 3TO MpeanosioxeHue TpeodyeT
LONONMHUTENbHBIX MOATBEPKAAIOWMX CTAaTUCTUHECKUX [AaH-
HbIX W JanbHEWLWKX uccnegoBaHu. Kpome Toro, cneayet
Yy4UTbIBATb, Y4TO y MaALMEHTOB, MOAyYaloWMX WMHIMOUTOPDI
TNFa, MOXET OTCyTCTBOBaTb MOBbILIEHWE TeMnepaTypbl Npu
pa3sutun COVID-19-nHbeKumMM, NOo3TOMy AaHHasa rpynna
nauMeHToB TpebyeT 0co60ro BHUMaHWSA W TlLATENbHOTO
HabnogeHus [58, 59].

TeM He MeHee, MPU aKTUBHbIX/OCTPbIX MHOEKLMOHHbIX
npoueccax npounssoautenn MNMBIT n MmHorne cneunanmcTbl
PEKOMEHAYIOT NpepBaTh Tepanuio A0 KyNMpoBaHUS M pas-
pelweHns nHbekumnun. laHHaa peKkomeHaaumsa cnpaBseginmBa
B OTHOLWEHWU NaLMeHTOB € ocTpon nHdpekumnen COVID-19,
HO BCEe e A0CTaTO4YHO crnopHas, NOCKOoNbKYy MHorue MBIl
MOTyT ucnonb3oBaTbcs B nedyeHnn CRS n COVID-19. Tak,
F. Bardazzi n coaBT. [12] npegnonaratT, 4YTO MpepbiBa-
HMe 6MONIOrMYECKON Tepanuu y NauneHTOB C ncopuasom
NPUBOAMUT K AWCPEryNSaUMM NPOBOCNANUTENbHbIX LUTOKM-
HOB, KOTOpas He TO/IbKO ycyrybnser TeyeHwe ncopuasa,
HO TaKe BNMSET Ha natoreHes3 BUPYCHbIX MHOEKLMN, yTS-
wensas mx Tedenue [12, 60]. A pekomeHgauns 06 oTMeHe
unu npepbiBaHun Tepanumn MBI npu yooBneTBOpuUTENb-
HOM COCTOSIHMW MauMeHTa, cyas no HabAAeHUAM MHOMUX
cneunanucToB, HeceT Gosblie Bpeaa, Yem Mofib3bl; TeM
He MeHee Henb3s MONHOCTbIO UCKAYaTb PUCK MHAYKLIMK
WU KIMHUYECKOM aKTUBaLUUK MHPEKLUUK Y NnL, ¢ 6eccnmn-
TOMHbIM TedyeHnem COVID-19 [61]. [lo MHEHUIO HeKoTo-
pbiX cneunannucToB, ecnn oblwee COCTOSHWE MauueHTa
YAOBNETBOPUTENBHOE, @ TE4EHME OCHOBHOIO 3a60/1eBaHus
CTabubHO, HelenecoobpasHO MNpUOCTaHaBIMBATb TEKY-
LWYI0 MMMYHOMOZYNMPYIOLWYO Tepanuio, MOCKOMIbKY PUCK
060CTPEHNSA OCHOBHOM MaTofiorMn (Hanpumep, ncopuasa)
MOXeT 6blTb AONONHUTENbHBIM GaAKTOPOM pPUCKa Pa3BUTUSA
n Tsenoro TedyeHmnsa COVID-19 [12].

Oco6oi NpobnemMon ABNAETCS TaKKe BOMPOC O «BblKK-
BaeMoCTW» 6MONIOTMYECKON Tepanuu, BBUAY TOrO YTO OTMe-
Ha TMBI1 MOXeT NpMBECTU K BTOPUYHON HEIDPEKTUBHOCTH
(«9ddEeKT yCKONb3aHUsA») B peaynbTate pas3BUTUS UMMY-
HOFE€HHOCTM C 06pa30BaHWEM aHTUTEN K KOMMOHEHTaM
npenapaTta U MHaAKTMBaLMW PELENTOPOB K HeMy [62-64].
M xoTsa Bonpoc npepbiBaHua Tepanun MBI octaetcsa auc-

KYCCMOHHbIM, HOBble rnobanbHble PYKOBOACTBa AepmaTo-
/10roB, HEBPOSIOrOB, PEBMATO/IONOB M racTPO3HTEPOIOroB
Nno JIe4YEHUIO PasNMYHbIX MMMYHOOMOCPeLOBaHHbIX 3a60-
NneBaHui 1M 606nbllas YacTb cneuuvanucToB NpuaepxKuBa-
IOTCS MHEHWS U cobBt0daloT pEKOMEHAAUMI0 HE OTMEHATb/
He npepbiBaTb Tepanuio NMBI, a TakKe cobnoaaTb peXxnum
M30N8LUMKU U NPODUNAKTUYECKME MEPONpUATUS, Hanpas-
fleHHble Ha npejoTBpalleHMe pacnpocTpaHeHuUs MHOEK-
umun [65-67].

3AK/TIOYEHUE

CymMupys BCe BblllenepeyncnerHble daKTbl, MOXHO
NPeAnosioXunTb, 4To HekoTopble TMBI MOryT cHMUMKaTb PUCK
Taxkenoro tedyeHus COVID-19 u passutna CRS. Bwmecte
C TeM, BOCMPUMMYMBOCTb K KOPOHaABUPYCHOM MHOEKLUK
y 60nbHbIX, nonyyvatowmnx MBI, MOXKeT 6blTb HE3HAUYUTENBHO
Bbille, 4eM B 06Lien nonynsaumm. Mbl CKIOHAEMCS K MHe-
HWIO, YTO MHIMOMTOPbLI MPOBOCNANUTENbHbBIX LIUTOKUHOB
M SHYC-KMHa3 MOryT CHMXaTb PUCK Pa3BWUTUS U TAXKENOro
TeyeHuns COVID-19. OgHako, aTa runoTtesa TpebyeT AaibHen-
Lero u3y4yeHus. B ntob6om cnyvae pelleHne o0 NpoaoIKeHUn
Tepanuu unu otmeHe MBI 4ONXKHO NPUHUMATLCS UHAUBMU-
OyanbHO C OLEHKOW 06Llero cratyca, Haln4ms ConyTCcTBYo-
LLMX NaTosIorKK (B 4aCTHOCTM caxapHOro gvabeta 2-ro tuna,
apTepuanbHON FTMNEePTEH3UU, XPOHUYECKOW OBCTPYKTUBHOM
60/1€3HUN NTIEFKUX U OP.), TAKECTU TEYEHUS OCHOBHOMO 3a60-
neBaHunsl, BO3MOXHOCTM OTMeHbl MBIl ¢ yyeToM puCKa
notepu ero 3addEKTUBHOCTM B AafibHEWIIEM («BblXKMBae-
MOCTb Tepanuu»), BO3MOXHOro BausaHua MBI Ha pucK
pa3sutmus COVID-19 n nmmyHonaTtoreHe3 KopoHaBUpPYyCHOM
MHOEKLUNN, a TaKKe OPUEHTUPYSCb Ha 3anuaemMuonoruye-
CKYyt0 06CTaHOBKY B PErMOHE NPOXKMBaAHUS NaLMeHTa.
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B nekabpe 2019 r. B ropoge YxaHu (NnpoBUHLMSI Xy6an, Kutar) 6blin 3aperncTpupoBaHbl rnepBble ciyd4an HOBOM KOPOHaBM-
pycHou uHpeKumnn. Yoke K Haqany anpens 2020 r. uHpeKyns aBuaack npuinHon cmeptu 6osee 100 Toic. Ye10BEK BO BCEM
mupe. B 0630pe npoBejeH aHain3 0COBEHHOCTEN TeYeHUA MHDEKLUMM Y B3POC/bIX U AETEH, a TaKKe BO3MOXHOCTEN anar-
HOCTUKM, neveHns u npopunaktnku COVID-19. CornacHo orny6inMKoBaHHbIM JaHHbIM, MOXHO BbIAE€/NTb IPYbl BbICOKOrO
PUCKa MO Pa3BUTUIO TSHKENbIX GOpPM 3abosieBaHMs, K KOTOPbIM OTHOCSITCSI /1MLia MOXMUJI0ro Bo3pacTa, uvLa C JaTeHTHOM
TYOEPKY/Ie3HON MHOEKLMEN, B3POC/Ible NaLlMeHTbl C TSXKEI0M COMNyTCTBYOLWEN natosoruen. B HacToslee BpeMs UMeKTCs
OrpaHN4YeHHbIE 3NMAEMMNOIOTMYECKME JaHHbIE O pacrpocTpaHeHnn, 3aboieBaeMocT n cmeptHoct COVID-19 B aetcKow
nonynsymn. Bmecte ¢ TeM yKe ceivyac MOXKHO CAenaTb BbIBOA O JIETKOM, CPeAHeN TSHEeCTU U 6eCCUMNTOMHOM TeYeHUH
3a6oneBaHns y geten B 90% cryyaeB. JledeHne 60/bHbIX COVID-19 orpaHuM4eHO OTCYyTCTBMEM CPEACTB A/ 3TUOTPOIHOM
Tepanuu U BO3MOXKHOCTbIO MPUMEHEHMUS TOJIbKO CUMITTOMAaTUYeCKOM Tepanuu. BaKuuHbel ans npeaynpexaeHns COVID-19
TaK)Ke OTCYTCTBYIOT.

KnroyeBble cnoBa: HoBas KopoHaBupycHasi MHpeKuusi, SARS-CoV-2, COVID-19, getu, rpynnbl pUCKa, 1e4eHne, BaKLymHa-
yums, BCG, npotuBoBupycHas Tepanus

(Ans ymtTupoBanms: CrapwmHoBa A.A., KywHapea E.A., Mankoa A.M., Josraniok U.®., Kyanan [.A. HoBas KopoHaBu-
pycHas MHbEKUMSA: OCOOEHHOCTU KIIMHUYECKOrO TeYEHUS, BO3SMOXHOCTU AWArHOCTUKK, NevYeHUs U NpodUnakTukn UHbEKLMn

y B3pOCbIX U ieTei. Borpockl coBpemeHHou neanatpmmn. 2020; 19 (2): 123-131. doi: 10.15690/vsp.v19i2.2105)

AKTYAJIbHOCTb

CerogHs BHUMaHWe BCEro MMPOBOro COOOLWECTBA MNPHU-
KOBaHO K oAHOM o6uwen npobseme — pacnpoCcTPaHEHMIO
HOBOWM KOpOHaBWpycHon MHdeKumn COVID-19 (Coronavirus
Disease 2019). lMepBble coobuieHMs O cnydasax 3abone-
BaHWs HOBOW KOPOHaBUPYCHOW WHGEKUMen nosBUIUCH
B ropofe YxaHu nposuHuUmMn Xy6an (Kutanckas HapoaHas
Pecnybnunka) B KoHue aekabps 2019 r. [1, 2]. UHbeKuus
CTPEMUTENbHO pacnpocTpaHunack MO BCEW TEPPUTOPUM
Kutas, u yxxe yepes mecsl BcemupHas opraHmMsauuns 3apa-
BooxpaHeHus (BO3; World Health Organisation, WHO) npu-
3Hana BCMbIWKY MHbeKkunn, a 11 mapta 2020 r. 6biia
ob6baBneHa naHaemusa [3]. C Havana SHBapsa aNUMAEMMU-
yecKas cutyaumsa no COVID-19 meHsieTcs eXeaHeBHO, W,
no gaHHubiM BO3, K KoHuy anpens 2020 r. KOpOHaBw-
pycHasi MHdeKuns Oblna 3apeructpupoBaHa 6onee 4yem
B 212 cTpaHax mMupa, YMCno MHOULMPOBAHHLIX BUPYCOM
HacyMTbiBano okono 3272202 4enoBeK, a CMEepPTENbHbIX
nmexogos — 230104 (puc.). B EBponenckoM permoHe 41cno
noaTBepxaeHHbIX cnydyaes COVID-19 npesbicuno 1,5 mMiH

yenosek, B CLLUA — 1,3 mnH, npu atom B CLLUA ¢ MOmeHTa
Havyana naHgeMuu ot MHbEKUMK yxke ymepno 6onee 80 Thic.
yenosekK (https://coronavirus-monitor.ru/).

Mo mepe pacnpocTtpaHeHua COVID-19 Kk deBpa-
no 2020 r. 3nNMUEHTP NaHAEMWU CMECTUSICS B CTpaHbl
EBponbl [4, 5]. K KoOHUy anpens camoe 60/blli0oe Yuc-
10 NOATBEPNKIAEHHbIX cny4yaeB WHbeKuun SARS-CoV-2
(Severe Acute Respiratory Syndrome COronaVirus 2) 6bi10
B McnaHuK, a cmepTenbHbIX UcxoaoB — B Utanuu. B Poc-
cuiickon depepalmn K 3TOMy BPEMEHW MOATBEPKAEHHbIX
cnyy4aeB 60ne3Hu 6blno 6onee 90 ThiC., Cy4yaeB CMeEPTU —
okono 900 (https://covid19.who.int).

Mo aaHHbIM BO3, Ha 13 anpens 2020 r. n3 obLiero Yncna
3aperncTpupoBaHHbix cnydaeB COVID-19 (n = 715130) nauu-
eHTOB B Bo3pacTe oT 1 roga Ao 19 net 66110 3,7% (3,4% no aaH-
HbiIM Ha 24 deBpana 2020 r.) [4]. B Kutae u KcnaHuu
B CTPYKTYpe 3aboneBLUMX AeTen B Bo3pacTe A0 18 net 6bi10
o1 2,0 10 2,5% [2, 6, 7]. B CLLA 13 149 TbiCc. NOATBEPKAEHHbIX
cnyyaeB COVID-19 B 1,7% 6binu aetv no 18 net, KOTopbIM
B 29% cny4yaeB noHagobunack rocnutannaauus [8].
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Puc. PacnpocTtpaHeHne KopoHaBUpyCHOM MHdEKLMM (N0 AaHHbIM Ha 25.04.2020)

Fig. Spread of coronaviral infection (situation on 25.04.2020)
. . . —

: .0
Pod

lMpumeyvarme. Nctounnk: BO3, https://covid19.who.int/.
Note. Source: WHO, https://covid19.who.int/.

3TUOJIOrMS KOPOHABUPYCHOM UHDEKLIUU

CornacHo gaHHbIM MexayHapoaHOro KoMuTeTa Nno TakK-
coHomuu BupycoB (International Committee on Taxonomy
of Viruses, ICTV) [9], kopoHaBupychl (Coronaviridae) oTHOCAT-
Csl K CEMENCTBY BMPYCOB, BK/IOYAOWMX Ha aHBapb 2020 T.
40 BnpoB PHK-coagepKallmMx BUpycOB, 0ObeANHEHHbIX B ABa
noacemencTsa. HaseaHue BMpyca CBSI3aHO C €ro CTPOEHMU-
€M, HanoMMHaLWMM conHevHyo KopoHy [10]. N3BecTHO, 4TO
npu MHPULUMPOBAHUN KOPOHABUPYCaAMM UBOTHbIX (BK/ItOYas
[OMalUHWI CKOT, AOMAaLIHWUX XWMBOTHbIX W MTUL) MPOUCXO-
[UT pa3BUTHUE BblpaXKEHHOW pecnnupaTopHON CUMNTOMATUKK,
HabntoaalTCA HapPYLIEHUS CO CTOPOHbI ENyA04YHO-KULIEeY-
HOro TpaKTa, cepae4HO-COCyANCTON CUCTEMbI, HEBPOOrnye-
CKMe cumnTombl [11, 12].

KopoHaBupyc BnepBble O6bln BblAENEH OT UbINASAT
B 1937 r., a B 1965 r. D. Tyrrell n M. Bynoe KynbTMBMpO-
Ba/li KOPOHABMPYC 4enoBeKa M3 3MOPMOHANbLHOMO 3nu-
TenuMa CAM3ucTon 060M104KM HocornoTku [13]. B HacTtos-
lee BpemMs M3BECTHO, YTO B 4YelIOBEYECKOW MonyasiLuu
LMPKYNMpYlOT YeTbipe KopoHaBupyca (HCoV-229E, -0C43,
-NL63 un -HKU1), KOTOpble NPOHUKAIOT B KJIETKY-XO35iIMHa U,
CBSA3bIBasACh C peLenTopom 6eTa-anaHuHa, Bbi3biBaloT 3a60-
NleBaHNS BEPXHMX AbIXaTeNbHbIX NYTEW U XKeNyA0HHO-KULLIEY-
Horo TpakTa [14-16].

NMATOrFEHE3 3ABOJIEBAHUSA
o 2002 r. cyuTanocb, 4T0 KOPOHABUPYChl Bbi3blBAOT
HeTsenble 3a60neBaHWs BEPXHUX AblXaTeNbHbIX MNyTen
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First cases of new coronaviral infection were reported in Wuhan, Hubei Province, China in December 2019. The infection had caused the
death of more than 100,000 people worldwide by the beginning of April 2020. This review analysed the characteristics of the infection
course in adults and children, as well as capabilities of diagnostics, treatment and prevention of COVID-19. It is possible to allocate
groups of high risk of development of severe forms of disease (elderly people, people with latent tuberculosis infection, adult patients
with severe comorbidity) according to the published data. Currently there is limited epidemiological data on the prevalence, morbidity
and mortality of COVID-19 in the child population. However, it is already possible to conclude that 90% of cases in children population
have mild, moderate and asymptomatic course of the disease. Treatment of patients with COVID-19 is limited due to the lack of means
for etiotropic therapy and the possibility of using of only symptomatic therapy. There are no vaccines for COVID-19 prevention.
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(c KparHe pegkumu netanbHbIMW Mcxodamu). YHalle Bce-
ro pecnupaTtopHble 3aboneBaHus y nAen Bbl3blBaeT
KopoHaBupyc 4venoBeka 0C43-0C43 (HCoV-0C43) [17].
B petckonm npaktuke Bupyc HCoVs pauarHoctupyetcs
y 4—6% peten, rocnutaan3npoBaHHbIX C pecnmpaTopHbiMU
3aboneBaHuamu [18, 19]. OgHaKO Npu U3y4EHUU LWITAaMMOB
HCoV-0OC43 6bla ycTaHOB/IEHA BO3MOMHOCTb €CTECTBEH-
HOW peKoMOWHauMW BUpyca, NPUBOASILLEN K MOSBNEHUIO
HOBOrO reHoTMna, acCoLMMPOBaAHHOIO C pa3BMTUEM MHEB-
MOHWW Yy NnL, NOXMaoro Bo3pacta [16]. B 2002 r. 6biaun
3aperucTpmpoBaHbl nepsble cnydan SARS-CoV-1 (poa
Betacoronavirus) — B036yauTens aTUNUMYHOW MHEBMO-
Huu [20, 21]. MpupogHbim pesepsyapoM SARS-CoV-1 aBng-
0TCA NETYYMNE MbILK, MPOMENKYTOYHbIE X035€Ba — BepO6/to-
Obl M TMMananckune ymsetbl [20, 22]. BoAbWKWHCTBO ciyvyaeB
605e3HU, BbI3BaHHbIX BUpycom SARS-CoV-1, conpoBorkaa-
NIUCb NErkMMMu pecnupatopHbiMM cumnToMamu. BmecTte
C TeM Obl/I0 OTMEYEHO, YTO NII0AM C CONYTCTBYIOWMMHU 3a60-
nieBaHUAMU, OCOBEHHO NOXKMble, 6oNee ya3BUMbl K UHPEK-
UMK 1 TpebytoT gononHuTenbHoro yxoga. C 2004 r. HOBbIX
cny4yaeB aTUNUYHOM NMHEBMOHMUM, BbidaBaHHOM SARS-CoV-1,
3aperncTpmMpoBaHo He 6bi10 [19].

B aKcnepuMeHTasbHbIX UCCnefoBaHUAX Obl10 NOKa3aHo,
yto SARS-CoV-1 moryt apdeKTMBHO BAUATb Ha peuenTo-
pbl @aHrMoTEH3UHNpeBpaLlatowero depmeHTa (angiotensin-
converting enzyme 2, ACE2), perynupytoowero ¢GyHKLUK
OpraHoB CepAEeYHO-COCYANCTON CUCTEMbI U MOYEK, U peEnIu-
LLMPOBaTbCA B MEPBUYHbIX AMUTENMNANbHbIX KNETKax 6POHX0B
yenosekKa [22].

B 2012 r. B mMupe NosIBUICA HOBbIM KOPOHaBUpYC
MERS-CoV (Middle East respiratory syndrome-related
coronavirus) — B036yauTenb G6JMXKHEBOCTOYHOrO pecnu-
patopHoro cuHapoma (MERS), npuHagnexawero K poay
Betacoronavirus. OCHOBHbIM MNPUPOAHLIM pPe3epByapoMm
MERS-CoV gaBnsatotca Bep6ntoabl. NoseneHne SARS-CoV-1
M MERS-CoV MoxeT 6bITb NOATBEPKAEHMEM MEXBUAOBOWM
TPaHCMUCCUMK, KOTOpas U ABASETCH MPUYMHOW MNOSIBAEHMS

HOBbIX KOPOHaBMPYCOB, 60/1ee arpecCUBHbIX MO CBOMM CBOM-
cTBam no cpaBHeHuto ¢ HCoV-0C43 [16, 22].

B 2019 r. MUp CTOSIKHY/CA C HOBOW KOPOHaBWPYCHOWM
nHdpekunen — SARS-CoV-2 [23, 24]. CeroaHsi M3BECTHO,
41O 3aparkeHune supycom SARS-CoV-2 npomcxoauT B OCHOB-
HOM BO3AYLHO-KaneabHbIM NyTEM OT YeS0BEKa K YEOBEKY,
XOT BMpPYC 6bla BblgeneH n n3 obpasuos Kana [1, 2, 23].
BmecTte ¢ Tem B nocnegywouwemM 6blla Noka3aHa BO3MOXK-
HOCTb penivKauun BUpyca, BblAENEHHOI0 M3 AblXxaTefbHbIN
nyTen, HO HEe U3 KPOBMU, MOYM U Kana [24], 4TO yKa3biBaeT
Ha LenecoobpasHoCTb M3015LNKN 60/bHbIX [21]. BaxHO oT™Me-
TUTb, YTO 3aparKeHWe MOXKET MPOUCXOANTL HE TONbKO OT nL
C KIIMHUYECKUMM NMposBAeHns MU 3a601eBaHuUs, HO U OT Bec-
CUMMTOMHbIX HOCcUTenewn [7, 22, 25, 26]. anTenbHOCTb Bblae-
NIEHNS BUpYCa 3aBWUCUT OT BbIPaXKEHHOCTU KITMHUYECKON CUM-
NTOMaTUKK U TAXeCTn 3aboneBaHns [6]. CornacHo AaHHbIM
psaga uccnenoBaHWM, MHKybGauuoHHbIM nepuog COVID-19
MOMET BapbupoBaTtb 0T 2 A0 9 1 14-16 cyt [27-29]. B ycno-
BUSX M3015UMM YacToTa MHOWLMPOBAHUS MPU KOHTaKTax
BHYTPU CEMbMW BapbmpyeT oT 6 Ao 27% [28, 30, 31].

CornacHo npeaBapuTeNibHbIM AaHHbIM, BUPYCHOM MHOEK-
umen, BbidaBaHHOM SARS-CoV-2, ¢ pa3/iMyHOM CTEMEHbIO TAXKE-
CTH 3a601eBaHus (OT NErKMxX Ao Taxenbix GopM C pasBUTUEM
neTanbHbIX MCXOA0B) Yallle Bcero 6oneer B3pOC/ioe Hacene-
Hue B Bo3pacTte ot 30 go 79 net (86,6%) [7, 30]. Jetckoe
HaceneHue nHuumpyetcsa supycom B 7—11% cnyyaes 1 3a60-
nesaet B 1,7-2,2% cnyyaes [7, 8, 31]. letn B 90% cny4yaes
NepeHocsT AaHHoe 3a60sieBaHNE B IEFKON, CPEAHEN TAXKECTH
1 6eccumnTomMHOM dopme [2, 7], 0AHAKO OHM MOTYT y4acTBO-
BaTb B nepeaaye Bupyca [27], 4TO MOXKET OblTb KpalHe onac-
HO A9 UL C COMYTCTBYIOLWEN NATONOTMEN U NNUL, MOXKMUAOTO
BO3pacTa. Pe3ynbratamu nNpoBeaeHHbIX UccneaoBaHui 6bi1o
[loKkasaHo, 4yto BMpyc SARS-CoV-2 cBs3biBaeTCs C peLenTo-
paMKn aHrMOTEH3WHNpEeBpalaolero depmeHTa 2 ¢ Nomo-
bl NoBepxHOCTHOro S (spike) 6enka [29, 31], 4To NO3BO-
NFEeT BUPYCY NPOHUKaTb B KNETKU U Bbl3biBaTb, B KOHEYHOM
utore, BocnaneHune. OgHaKO, B HEKOTOPbIX MCCEA0BaHMUSAX

Ta6nuua 1. XapaKTepucT1Ka UccneqoBaHunin, B KOTOPbIX M3yHaNiuCb KIMHUYECKME NPOSIBAEHNS HOBOW KOPOHABUPYCHON MHPEKLIMK
Table 1. Characteristics of researches that have studied clinical course of new coronaviral infection

e Metog Crpaua Clenemate | ageth | cawmromon, age. (6
1 Wang v coasT. [39] Kutait 34 (34) 14 (41) 15 (50)

2 Dong 1 coaBT. [2] Kutait 2143 (2143) 1213 (57) 214 (10)

3 Huang v coaBT. [21] Kutan 41 (0) 30(73) 40 (98)

4 Yan 1 coaBT. [40] CLUA 59 (0) 30(51) 48 (81)

7 Moein v coaBrT. [41] WpaH 60 (0) 40 (67) 46 (77)

8 Wang 1 coasrT. [36] Kutan 138 (0) 75 (54) 136 (99)

9 Lui v coaBT. [37] Kutait 137 (0) 61 (45) 112 (82)
10 Bi u coaBT. [28] Kutan 391 (32) 187 (48) 330 (84)
11 Tagarro 1 coasrT. [6] UcnaHus 41 (41) 18 (44) 41 (11)

12 Chen v coaBT. [42] Kutan 36 (0) 18 (50) 23 (64)

13 Zhu v coasBr. [43] Kutait 10(10) 8(80) 6 (60)

14 Lu u coaBT. [44] Kutait 171(171) 104 (61) 144 (84)
15 Cao ¥ coaBT. [45] Kutait 199 (0) 120 (60) 182 (92)
16 CDC [8] CLUA 11 235(291) H/A 8988 (80)

Bcero 14 695 (18,5) 1918/3460 (55,4%) 10 325 (70,3)

lMpumevaHune. CDC (Centers for Disease Control and Prevention) — LieHTpbl N0 KOHTPOSIIO 1 NPodUNaKTUKe 3a6oneBaHui, H/4 — HET JaHHbIX.
Note. CDC — Centers for Disease Control and Prevention, H/g — no data available.
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noKasaHo, 4To cBA3b € S-6enKom y Bupyca SARS-CoV-2 3Ha-
yutenbHo cnabee, 4em y SARS-CoV-1 [32, 33]. Ha ocHoBaHuu
NpPOBEAEHHOro reHOMHOro aHanusa supyca SARS-CoV-2 6bin
caenaH BbiBoA 0 ero 60/iee HU3KOM NaTOreHHOCTU N0 CpaBHe-
Huto ¢ SARS-CoV-1 [33].

K/IMHUYECKME NPOSABJ/IEHUA COVID-19

KnuHnyeckaa cumntomatuka npu COVID-19 moxkeT
BapbMpoBaTb OT 6ECCUMMNTOMHOrO TevyeHus 3aboneBaHus
[0 BbIpaXK€HHOW KIMHWYeCcKoM KapTtuHbl [34, 35]. Jletanb-
HocTb npu COVID-19 Bapbupyet o1 4,3 o 15% [36-38].

Hamu npoBedeH aHanus uccnegoBaHWi, onybnMKoBaH-
HbIX 3a nepuopa ¢ aekabps 2019 r. no KoHel, anpena 2020 r.
B MexayHapoaHbix 6a3ax gaHHbIx (Medline, Web of Science,
Scopus). O6HapyKeHO 16 yHUKanbHbIX NYGAMKaLWN (MCKtO-
Yyasa uccnegoBaHusl y 6epeMeHHbIX U 60MbHbIX C CONYTCTBYIO-
eV naTtonornen), B KOTOpbIX 4aHO ONUCaHWE KIMHUYECKOM
KapTuHbl Yy = 10 naumMeHToB ¢ N1abopaTopHO MOATBEPKAEH-
HbiM COVID-19 (tabn. 1). B paboTtax npeactaBieHbl arpe-
rMpoBaHHble AaHHble > 68 TbiC. 60/bHbIX (53% MyMXCKOro
nona, 6,3% getun). OCHOBbIBasICb Ha MpPeACTaBfIEHHbIX AaH-
HbIX, MOXHO FOBOPWTb O HaMUYMK TEX UAN UHBIX CUMITOMOB
y 70% 60nbHbiXx COVID-19: yalle BCEro y HMX oTMe4yatoTcs

Ta6auuya 2. KnuHuyecknme cMMNToMbl y 60/bHbIX COVID-19
Table 2. Clinical signs in patients with COVID-19

nunxopagka (71%), Kawenb (78%), cnabocTb (66%). [onoBHas
60/1b U MUANTUsg UMENN MeCcTO B MONOBUHE cly4aeB (Tab. 2).

Ba)XHO OTMETUTD, YTO KNMHKUYeCKKe nposasneHns COVID-19
y B3POC/NbIX U AeTen HeoauHaKoBbl (Tabn. 3). Y B3pOCbIxX
yalle BCero oTMeYatoTcs IMXopagKa M Kalenb, y AeTen NoBbl-
WweHue TemnepaTypbl Habnoganocb B MONOBUHE Clyvaes,
Kallenb — HEeCKONbKO pexe. OcTanbHble KNMHUYECKME Npo-
fIBNEeHNs 3a60NeBaHUs BCTpeYanucb y B3POC/bIX U XapaK-
Tepun30BannCb NOSBNEHNEM CNABOCTU, MUANTUM U OLbIWKM.
B HeKoTopbix UccnegoBaHusax y 60abHbix COVID-19 onucaHsbl
HapyweHue 06O0HSAHUA (68%) BNIOTb A0 aHocmun (25%)
[40, 41], a TakKe nosiBNeHMEe CMMMNTOMOB racTpoO3HTEpUTa
(y 23%) [34, 40, 42, 44]. Bo MHOIMX nccnegoBaHUsax aBTopbl
ob6paliatoT BHUMaHWe Ha pa3BuTtue Tsxenblx dopm 3abose-
BaHWS y UL, NOXKNOro Bo3pacTa [26, 38], npu aToM rpynny
pUCKa (netanbHocTb A0 15%) coCTaBAAIOT NauneHTbl cTaplle
= 80 net [6].

Oco60ro BHMMaHUA 3acnyXuBaloT vua C COMyTCTBYIO-
wen natonornen [34, 38]. Y 60nbHbIXx COVID-19 valle Bce-
ro o6HapyKMBalT apTepuanbHyto runepteHsuio (13-17%),
caxapHbli gnabet (5—35%), KaparMoBacKynsipHble 3abose-
BaHua (3—4%), pexxe — XpOHUYECKNe 3ab0sieBaHUS IEMKUX
(2%) n oHKkonorun4yeckyto natonoruto (0,5-3%) [7, 2, 21, 46].

Jlnxo- lTonoBHas PBota
Uccne- BonbHble, Cna6octb, | Kawensb, | OabiwKa, Muanrus, AHoCMMS,
it AoBaHue a6ce panka, a6c. (%) a6c. (%) a6c. (%) DL a6c. (%) W SHTEPUT, | . 6c (%)
: a6c¢. (%) . . : a6c. (%) . a6c. (%) .
Wang
11 Y coasr, [39] 34 15(50) 13(38) H/A H/A H/ H/A H/A
Dong
2 |y coasr. [2] 2143 H/A H/A H/A H/A H/A H/ H/h H/h
Huang
3 | wcoast. [21] 41 40(98) 0 31(76) 22(55) H/A 18(44) H/A H/A
Yan
4 | W coasr, [40] 59 41(69) 48 (81) 39 (66) H/A 39 (66) 37 (63) 28 (47) 40 (68)
7 Moein 60 46 (77) 0 35(58) | 31(52) | 22(37) 5(8) W/ 15 (25)
1 coasT. [41] a
8 Wang 138 136(99) | 96(70) | 82(59) H/. H/ W/ W/ W/
1 coaBT. [36] A A A A il
Lui
9 | W coas. [37] 137 112(82) H/A 66 (48) H/A 13(9) 44 (32) 11(8) H/A
Bi
101 coasr. [28] 391 330(84) H/A H/A H/A H/A H/A H/A H/A
Tagarro
11y coast. (6] 41 27(11) H/A H/A H/A H/A H/0 2(5) H/A
Chen
121y coasr. [42] 36 23(64) 9(29) 22 (81) 12(33) 2(6) 6(17) 5(14) 5(14)
Zhu
131y coasr. [43] 10 2(20) H/A H/A 6(60) H/R H/A 1(10) H/A
Lu
14 coasr[aa) | 171 71(42) H/A 83 (49) H/A H/A H/a 11 (6) w
15 cao 199 182 (91) H/ H/ H/ H/ H/ H/ H/
1 coaBT. [45] A A A A A A a
16 | cCDCg] 11235 7(3?)7 H/A ?ggf 4713 (42) | 6416 (57) | 6779(60) | 1777 (16) H/0
Beero 14 695 8982/ 153/233 9304/ 4784/ 6492/ 6889/ 1835/ 60/11 706
12552 (72) (66) 11911(78) | 11382(42) | 11527 (56) | 11568 (60) | 11827 (16) (0,5)

lNpumevaHune. CDC (Centers for Disease Control and Prevention) — LleHTpbl MO KOHTPOAIO 1 NpodunakTuke 3aboneBaHni, H/ o — HET AaHHbIX.
Note. CDC — Centers for Disease Control and Prevention, H/g — no data available.




Ta6nuua 3. CpaBHUTENbHARA XapaKTEPUCTUKA KIMHUYECKUX NposiBneHnin COVID-19 y B3pocnbix 1 aeTewn
Table 3. Comparative analysis of clinical signs of COVID-19 in adults and children

CumnTombl B3pocablie (n = 11 084), a6c. (%) Oetu (n = 444), a6c. (%)

Jlnxopaaka 8704 (79) 278 (62)
Kawenb 9050 (82) 254 (57)
Muanrus 6823 (62) 66 (15)
[onoBHas 60/b 6411 (58) 81(18)
OpblwkKa 4739 (43) 45 (10)
TowHoTa, pBOTa, 60/1b B }XUBOTE 1790 (16) 45 (10)
AHOCMUS 60 (0,5) 0

B ofHOM nccnefoBaHUKM OTMEYEHO BONee TAXeNoe TeYeHune
COVID-19 y nuu Cc naTeHTHOW TyGepKyne3Hon WHbeKuu-
en, T.e. ¢ nonoxurtenbHolM IGRA-TecToM (interferon gamma
release assay), u y 60nbHbIX Ty6epKyne3om [42]. B yacTHo-
CTH, Tsxenoe tedeHne COVID-19 Habnoganu y 78% 60NbHbIX
NlaTEHTHON TY6epPKyNe3HON MHbEKLMEN, YTO BTPOE NpeBbIWa-
110 [ON0 BOJIbHBIX C TaKUM TedeHueM B rpynne 6e3 nateHT-
HOWM TyGepKynesHon uHdeKunn (22%). Taxenoe TevyeHue
COVID-19 y 60nbHbIX CTapLiero Bo3pacrta U ¢ CONnyTCTBYOLWEN
naTofiorMen HeKoTopble uccneaoBaTenn 0ObACHAIT pPa3Bu-
TMEeM MaKpodarasibHOro CMHAPOMA, LMTOKUMHOBOIO LUTOPMA,
TAXENOW NMMPONEHUU, HapyLIEHUAMU MUKPOLIMPKYNALMK
3a cyeT TPOM6006Pa30BaHUA U rnokcemum [47, 48].

Ony6/MKoBaHbl peaynbraTtbl €AUHUYHBIX UCCNefoBaHUmM
0 TevyeHun COVID-19 y 6epeMeHHbIX U pa3BUTUKN 3aboneBa-
HUS Y HOBOPOXAEHHbIX, POXAEHHbLIX OT GOJIbHbIX MaTepen
[1, 49, 50]. 3aboneBaHne y 6epeMeHHbIX NpoTEKaeT 6e3
CyWeCTBEHHbIX OCOOeHHOCTEeW. Yalle Bcero oTMevanucb
runeptepmunsg (78%), mnanrus (33%) n Kawenb (11%) [49].
MatepuHcKas netanbHOCTb coctaBuna 15%, a mnageHye-
ckag — 2,6% [50]. Y 10 HOBOPOXAEHHbIX MPOSBIEHMS
COVID-19 xapaKTepu30BasnCb MOSBIEHWEM OAbIWKKN (B),
NMXopaaKM (2), ydyalweHHoro cepauebuenuns (1), peotbl (1),
TPOMOOLMTONEHUN C HapyweHueM OJyHKUMKM neveHn (2)
M NHEBMOTOpPaKCcoM (1). Y HOBOPOXAEHHbLIX He Habnaa-
Nocb achuKeuu, a AaHHble no wkane APGAR coctaBunm
oT 8-9 v o 5 6annoB [1l]. BONbWKMHCTBO HOBOPOXAEH-
HbIX OblIM BbINWCaHbl B CPOK, YeTbipe pebeHka TpeboBanu
fanbHenwero HabnioAeHUs, U OAUH HOBOPOXAEHHBIN ymep.
Mo pesynstatam NabopaTtopHOro UCCNEf0BaHUA aMHUOTUYE-
CKOW ¥WMIKOCTH, NYNOBUHHOM KPOBW, Ma3Ka M3 ropsia HOBO-
POXAEHHbIX, 06pPa3LLIOB rPyAHOr0 MOJIOKa MaTepen y Bcex
HOBOPOXAEHHbLIX C KIMHUYECKUMU MPOABAEHUAMU UHDEK-
umn SARS-CoV-2 He o6HapyxeH [1, 50].

CornacHo npefcrtaBieHHbIM B Tab. 1 AaHHbIM, TONbKO
B 7 UCCnefoBaHUAX ONUcaHbl KIMHUYECKas cMMNTOMaTuKa
3aboneBaHnsa U pesynbTaTbl 06CNefoBaHUA AeTen pasnny-
Horo Bo3pacTa. OTMeYeHOo, YTO Yalle Bcero 6onenu [etu
B BO3pacte oT 6 g0 15 neT, cpeaHuit BO3pacT COCTaBuI
7 net [2]. OTCyTCTBME KIMHUYECKOM CUMNTOMATUKKM OTMeYa-
nocb y 2335 peten (69%) na 3396 (cM. Tabn. 1). Y geten ner-
Kue nposiBieHusa 3abonesaHnsa oTmedanucb B 26—50% cny-
yaeB [2, 39]. MeagnaHa BpeMeHM OT Havyana 3aboneBaHus
[0 MOCTAaHOBKM MarHo3a cocTaBnisfia 2 CyT, KoTopas B HEKO-
TOpbIX Cydasx yBenuyuanacb 4o 42 cyT [2]. B 10 e Bpems
pa3BuUTME MHEBMOHWMW OTMevanocb B 15-64% cny4yaes,
B 12% anarHocTMpoBaH 6poHxmonuT [6, 44]. B 10% cnyvaes
Obl/I0 HEOOXOAMMO MPOBEAEHUE JIEYEHUSA B YCNOBUSX OTAe-
JIEHUS MHTEHCUBHOMW Tepanuu C MOAK/IYeHMEM annapara
WUCKYCCTBEHHON BEHTUAALMU NErKUX, Y4TO MNPefoTBpaTuio
pas3BuTHE NeTalbHbIX UCXOA0B [6B].

AWATHOCTUKA KOPOHABUPYCHOM UHOEKLUU

Mpouecc gnarHoctTnkn COVID-19 cyueCcTBEHHO He OT/u-
YaeTcs OT TaKoBOro npu «06bIYHOM» BUPYCHOW MHPEKLUK
W BKAOYaeT c6op aNMAEMUONOrMYECKOro aHamHesa, aHa-
N3 KAMHWYECKOW (mepBble CMMNTOMbI 3aboneBaHus —
PUHWT, NUXOpajKa) M pPecnupatopHOW CUMMNTOMAaTUKM
(Kawenb, 3aTpyAHEHHOE AblXaHWe, OAbIWKa), OLEHKY MMMoK-
ceMuu (YpOBHS KMCOpOAa B KPOBM), pe3ynbTaTtoB UcCCaeno-
BaHUWS OPraHoB AbIXxaHWUA C MPUMEHEHUEM KOMMbIOTEPHOM
Tomorpadun (KT, M3MeHeHUs, TUMNUYHble ANS BUPYCHOWM
MHEBMOHMUU, B 4aCTHOCTU U3MEHEHUS MO TUMy «MaToBOro
CTeKNa»), a TaKKe B3ATUE Ma3Ka U3 HOCOMOTKK ANs BEepU-
duKaumMm guarHosza € Nomolbio MeToga nonumepasHomn
uenHon peaxkuun (MUP) [51, 52]. AAropuUT™M AWMArHOCTUKHM
B NOSIHOM 06beMe NPOMNMUCaH U B OTEYECTBEHHbIX PEKOMEH-
faumsax [53-57].

OcHoBHbIM MeTogoMm Bepudukauum COVID-19 asna-
etca MNUP c obpaTtHon TpaHcKpunuuen. [MoNOKUTENbHbIN
pesynbraT TecTa, NO pPa3HbiM AaHHbIM, yAaeTcs MOoNy4yuTb
B 34-62% cny4aeB y 60/bHbIX C MPeanonoXUTENbHbIM
COVID-19 [2, 7, 36]. B 15% cny4aeB y B3pOC/bIX MOIyT ObITb
TONbKO K/IMHWYECKME MpPOsiBieHUs 3aboneBaHus, He noa-
TBEpPXKAEeHHble peaynbtatamu MUP, B 1% MmeeT mecto 6ec-
CUMNTOMHOE TeyeHue 3a60neBaHns (N0 JaHHbIM KUTaNCcKoro
ncenefoBaHus 6osee 72 Tbic. NauneHToB) [7]. Y aeten yncno
cnyy4aeB, NOATBEPXKAEHHbIX AaHHbiMKM TMLUP-uccnegoBaHus,
coKpaluaetcs 40 11%, 4To MOXKET OblTb 06YCNOBIEHO HU3KOM
YyBCTBUTENIbHOCTbIO MPUMEHSAEMbIX METOA0B [6].

B Poccuiickon depepaummn K KoHuy anpens 2020 r.
6bIN0 3apernctpupoBaHo 4vetbipe [LP-Tecta ana guarHo-
cTkn SARS-CoV-2 [58], pa3paboTaHHbIX Hay4YHbIM LEH-
TpoM «BeKkTop» (pernctpaumoHHbin Homep P3H 2020/9677),
LleHTpOM CcTpaTernyeckoro naaHWpoBaHUS W ynpaBieHUs
MEAMKO-6MONOrMYEeCKUMHU pucKamn MuH3gpaBa Poccuu
(P3H 2020/9765), ULH1UWN anuaemunonorum PocnoTpebHan-
30pa M KomnaHuen «feHepuym». lNocnegHas TecT-cucTema,
B OTM4YME OT APYrnx TecToB, UCMONb3yeT METOA NeTneBon
n30TepmanbHON amMnanduKaumMm, YTO 3aMETHO CHUXKaeT
BpemMsa aHanu3a obpasuoB (6onee yem B 3 pasa) 3a cyeT
COKpalLeHUs Yyucna ctagui npeaBapuTenbHOM NOArOTOBKM.
B HacToslwee BpeMs 0 AMArHOCTUYECKOM LIEHHOCTM YNoMSs-
HYTbIX TECTOB NPaKTUYECKM HUYEero He M3BecTHO. OyeBnHa
HEO6X0ANMOCTb NPOBEAEHUSA COOTBETCTBYIOLLMX KAWHMYE-
CKMX UccnefoBaHum.

[aHHble, nonyyeHHble Npu KT opraHoB rpyaHOM KIETKH
y 60nbHbIX COVID-19, noarsepxaatotca pesynstratamu MNLP-
anarHoctkn B 66—-80% cnyyaeB [36]. Cpean nauMeHToB
Cc nogo3peHMem Ha COVID-19 nepsbin TUP-TecT moxeTt
ObITb OTPULATENbHBIM, HO MPWU MOBTOPHOM MCCNEeAOBaHUMU
B 23% cny4aeB TECT NOMIOKUTENbHbIN. [pK 3TOM yKe UMetoT-
cs KT-npu3HaKku nHeBMOHKUK [39].
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JIEYMEHUE HOBOW KOPOHABUPYCHOW UHDEKLIUU

B HacToslee BpeMsi HET CpeAcTB 3TMONOTMYECKOW Tepa-
MMM HOBOM KOPOHaBWMPYCHOM WMHbeKuMK. OCHOBHblEe Mepo-
NPUATUSA HanpaBfieHbl Ha NPoOBeAEHME CMMMNTOMATUYECKOro
M NaToreHeTM4ecKoro neveHuns. B yacTtHOCTH, peKoMeH40Ba-
Hbl K NpumeHeHuio 6onee 20 NPOTMBOBUPYCHBIX Mpenapa-
ToB [54, 55]. MNpeagnonoxexHne 06 3GHEKTUBHOCTU YMUDEHO-
BMpa B HacTtosilee Bpems He noaTBepxaeHo. C 30 aAHBaps
OblI0 Ha4yaTO OTKPbITOE PaHAOMU3UPOBAHHOE KOHTPOM-
pyemoe uccnefoBaHuMe ¢ U3ydeHnem aPpEOEKTUBHOCTU YMU-
peHoBMpa B CpPaBHEHUW C NOMUHABMPOM/PUTOHABMPOM,
B KOTOPOM 3aniaHnpoBaHo ydyacte 125 nauneHToB ¢ Noj-
TBEPXKAEHHBbIM aHannM3om Ha COVID-19. MNpoaonKuTenbsHOCTb
HabnoaeHusa coctasnset 21 cyt [59].

Mo paHHbIM D. Wang u coaBrT., y 138 60nbHbix COVID-19
npoBoaniacb Tepanus C MNPUMEHEHMEM OcebTaMWUBU-
pa (89,9%), mokcudnokcaumHa (64,4%), uedTprMaKkcoHa
(24,6%), asutpomuunHa (18,1%) 1 MIOKOKOPTUKOCTEPOUA-
HblX npenapatoB (44,9%). B 26% cny4yaeB nauneHTbl 6bian
nepeBefeHbl B OTAENEHUE WHTEHCMBHOM Tepanuu Kn3-3a
pPa3BMBLUMXCA OCNOXHEHWW, B TOM 4yucne B 61% cnyyaeB
pasBUICA CUHAPOM AMCCEMMHUPOBAHHOIO BHYTPUCOCYAM-
ctoro cBepTbiBaHua (ABC-cuHapom) [36]. MHorumu aBTo-
pamMu 06CyXaaeTcs BO3MOXHOCTb MPUMEHEHUS TMOPOKCU-
X0POXMHa cynbdaTta U ero KoMemMHaLuu ¢ a3UTPOMULMHOM,
NIONMHaBMpa + pUTOHaBMpa, a TaKXe aHTMGaKTepualnbHbIX
npenapatoB W [IOKOKOPTUKOCTEPOMIOB, MMMYHOCYyMNpec-
cuBHOW Tepanun [60-62]. B ogHOM M3 UccnefoBaHUK
noKkalaHa HeKoTopas 3(MGdEKTUBHOCTb NIEYEHUSA BGONbHbIX
COVID-19 Ha ¢oHe NpUMEHEHUS TMOPOKCUXIIOPOXMHA CyNb-
data no 200 mr 3 pasa B AeHb. B 71% cnyyaeB oTmevanochb
3HAYUTENIbHOE YNYYLIEHME COCTOSHUSA GOJIbHbIX C YMEHblue-
HWEM BWMPYCHOIO HOCWUTENbCTBA MO CPaBHEHWIO C FPynmnow
KOHTPO/IA NPU MPUCOEANHEHUN a3UTPOMULMHA [62]. OgHaKo
3OPEKTMBHOCTb NPOTUBOMANSPUMNHOIO MNpenaparta rmapo-
KCUXJTIOPOXMHa cynbdaTa He Oblla NoATBEPXKAEeHa B ucchne-
[0BaHuu, rae npenapar nonay4ann 1376 60nbHbIX [63].

HeKoTopble NONOXWUTENbHbIE Pe3ynbTaTbl NONYyYeHbl NPU
fle4yeHnn 60/bHbIX TOLMIU3YMaABOM (PEKOMOUHAHTHbIE Fyma-
HU3MPOBAHHbIE MOHOKJ/IOHa/NbHbIE aHTUTENa K 4enoBeyec-
KoMy peuenTopy IL6), KOTopbIM NPUMEHSIOT A4S UMMYHOCY-
NPeCcCUBHOM Tepanuu Npu le4eHn 60MbHbIX PEBMATOMAHLIM
aptputom. lpenapat (400 Mr) nokasan cBol 3PpPEKTUB-
HOCTb Y OO/bHbIX C TAXenbiMK npossneHnsmu COVID-19
(n = 21), y KOTOpbIX Nocne BBEAEHUS ToLUnM3ymaba Habto-
[anncb ynydlweHne GyHKUMKU AblXxaHUsa U OblCTpasi HoOpManu-
3auma Temnepatypbl Tena [64].

CornacHo pesynbraTam NpPOCNeKTUBHOIO paHAOMMU3NPO-
BaHHOIO UCcneaoBaHms, B KOTOPOM 99 nauueHToB nosyvanm
nonvHaBup + putoHasup (400 n 100 Mr cOOTBETCTBEHHO)
2 pasa B AeHb B TeyeHue 14 cyT, a B rpynne cpaBHEHUS
100 60nbHbIX NONyYanu cTaHgapTHOE flevyeHune, Yepes 28 cyT
HabnogeHns neTanbHOCTb B rpynnax He pasnuyanacb
(19,2 npotuB 25,0%). ConoctaBUMbIM OblNl TAKXKE YPOBEHb
BUPYCHOM Harpysku y 6osnbHbix. B 13,8% cny4yaes B rpynne
nccnefoBaHus fiedeHne 6bI10 3aBEPLIEHO AOCPOYHO M3-3a
pa3BUTUSA HeXenaTeNbHbIX peakuun [45].

Onu1caHo NpUMEHeHMe CXeM aHTUOaKTep1aabHON Tepanuu
C MCMoNb30BaHMEM LedTPUaKCOHa MM aMOKCULUMAIMHA +
KnaBynaHoBas KUC0Ta C a3uTPOMULMHOM WM NeBODNOK-
CalUMHOM B KOMOMHALMK C IMHE30/IMAOM U MEpPONeHeMaMMU.
OfgHaKo 3TM CXembl MOTYT ObiTb 3OMEKTUBHbLI TOSILKO MpPU
NpPUCOEeANHEHMM NaTOreHHOW 6aKTepuanbHON nHdeKLMK [65].

B ogHOM uccnegoBaHUM € ydacTMeM NauMEHTOB C Tsxe-
non ¢opmon COVID-19 umsyyvanacb 3dPEeKTMBHOCTb HOBO-
ro NpOTMBOBWMPYCHOrO Mnpenapata pemaecuBupa [66].
M3BecTHO, 4YTO npenapat, SBAASCb MPOJEKapCTBOM Kiac-

ca HyKNeOoTUAHbIX aHanoros, MHrMoupyet PHK-3aBucumyto
PHK-nonnmepasy n nposiBASET akTMBHOCTb in Vitro npoTuB
SARS-CoV-2 [67]. MauuneHTbl nonaydann 10-AHEBHbIM Kypc
pemaecusmpa no 200 Mr BHYTPMBEHHO B 1-e CyT, a 3ateM
no 100 mr/cyt. Bo Bpems HabnwaeHus B TedeHne 18 cyT
y 36 (68%) nauueHTOB Habnwganocb yny4lweHWe coCcTos-
HUA, BKAYasa 17 u3 30 nauyueHToB (57%), HaxoaAMBLLMXCH
Ha UCKYCCTBEHHOM BEHTUASALMK NErKnx. B obLen cnoxKHOCTH
25 nauueHtoB (47%) 6binn BbinucaHbl, 7 (13%) nauyueH-
TOB ymepnu. JleTanbHOCTb Cpeau NauueHToB, NoNyvyaBLUMX
WHBA3WBHYIO BeHTUAALMIO, cocTaBuna 18% (6 U3 34), u 5%
(1 n3 19) cpeau Tex, KTo He nonyvyan MHBa3MBHOW BEHTUASA-
Lumu [66]. B ganbHenwemM npu NpoBeaEHNN YIKe KITMHUYECKO-
ro uccnegosaHus (158 60nbHbIX COVID-19 nonyyanu pemae-
cuBup, 78 — nnauyebo), apPeKTUBHOCTL NpenapaTta He 6bina
noaTBepaeHa. HYactota HexenatenbHbIX ABAEHWUIA B rpyn-
nax cpaBHeHWs 6blna oguHaKoBoM (66 nNpoTuB 64%) [68].

O4HUM K3 BO3MOMKHbIX METOAOB JieYeHUsT BGONbHbIX
COVID-19 MOXHO cyMTaTb MMMYyHOTEpPAnuUIo C NPUMEHEHM-
€M nnasmbl OT y)Ke nepeHecwnx 3abonesaHue nuu [69].
OPODEKTUBHOCTb TAKOW Tepanuu oueHMUBaNMU No yay4lweHUo
KTIMHUYECKOrO COCTOAHUA GOJIbHbIX M PEHTTEeHONOrMYeCKon
OnHamuKe. OTMEYEHO, YTO Y Kaxaoro 2-ro 1 3-ro nayueHToB
MMEeNo MEeCTo 3Ha4YMMOoe NOBbILLEHWE TUTPA aHTUTEN K BUPY-
cy SARS-CoV-2, 4TO KOppenupoBano C MOJIOXUTENbHbIM
adpdeKkTom oT nevenus [70]. JaHHOe nccnegoBaHMe NoKasbl-
BaET, YTO NepennBaHune naasmbl OT BbI3J4OPOBEBLUMX NOCNe
COVID-19 foHOpOB MOXKET paccmaTtpuBaTbCs B KayecTBe
O[IHOIO WX BO3MOMXHbIX METOA0B 3PPEKTUBHOIO NeyeHus
MHPEKLIMM BO BPEMS NaHAEMUM.

BAKLUHWHOMPO®UIAKTUKA HOBOM

KOPOHABUPYCHOW MHOEKLIUU

CerogHs y4yeHble Bcero mupa 03aboyeHbl pa3paboT-
KOM BaKUMHblI MPOTMB HOBOW KOPOHaBWUPYCHOW MWHOEK-
LMW, KOTOpas MOXKET ObiTb €4UHCTBEHHbIM 3OPEKTUBHBLIM
cpeactBoM B 60pbbe ¢ pacnpoctpaHeHuem COVID-19.
B ¢eBpane 2020 r. B Kntae Havyannm MHOrOLEHTPOBOE
paHgomu3npoBaHHoe uccnegoBaHue /Il dasbl BeEKTOp-
HOW BaKUWHbl NPOTUB HOBOW KOPOHABWPYCHOW MWHOEK-
UMK, KoTopoe npoanutcs 6 mec [71]. B mapte 2020 .
Bennkob6puTaHnsa TakKe 3asgBuia O Havyane MHOMOLEHTPO-
BOro C1enoro paH4oMWU3MPOBAHHOIO MAaLeb6oKOHTPOANPY-
emoro uccnegoBaHnus I/l dasbl addeKTMBHOCTH, Be3onac-
HOCTM M MMMYHOT€HHOCTM MNOTEHLMaNbHOMO BaKLMHHOIO
KaHamaata npotue COVID-19 (ChAdOx1 nCoV-19) y 3gopo-
BbIX 4O6pOBObLEB B Bo3pacTte 18-55 net [72].

Ponb BCG-BaKuuMHauum

PaHee 6blla BbiCKa3aHa rurnote3a O CHUXEHWUU pPUCKa
pa3sutus Taxenbix ¢opm COVID-19 y ageten nocne BCG-
BaKLUMHALUMK, YTO MOXeT OblTb CBA3AHO C aKTuBaLuen
MMMYHHOI0 OTBEeTa C NepBbiX AHEN XU3HU [73-T75]. Heko-
Topble y4yeHble [38, 76, 77] npeanonaratoT, YTO BaKLMHa
NpoTMB TyGepKyse3a MOXeT 3aluTuTb OT Bupyca SARS-
CoV2, TaK KaK B OT/IM4YME OT APYrMx BaKLUMH, CTUMyIMpyeT
peaKkLunn BPOXKAEHHOr0O MMMyHUTETa [75]. Bblno nokasaHo,
YTO BaKLMHALMA AAET MONOMKMTENbHbBIN «T€TEPONOrnYHbIN»,
UK HecneumdbUuyecKknin, UMMYHHbIN 3QdEKT, NpMBOAALLMM
K MOBbILEHNIO MMMYHHOIO OTBETa HE TOJIbKO OTHOCHKTESb-
HO MWKOOGaKTepun TybepKynesa, HO U APYrux MUKOOaK-
TepuanbHbIX MaToreHoB. JTO sB/JEHWE, NpPeanosoKuTeNb-
HO, Bbl3BaHHOE METaAB0/IMYECKUMU U 3MUTEHETUYECKUMHU
M3MEHEHUSAMM, MPUBOASALLMMMU K Pa3BUTUIO TEHETUYECKMX
obnacTten, KoAMPYOLWMX MPOBOCNANUTENbHbIE LUTOKUHbI,
OblI0 Ha3BaHO «TPEHUPOBAHHbIM WMMMYHUTETOM» [78].
Moao6HbIn 3PPeKT 6bl1 OnNUcaH B IKCNEPUMEHTANbHbIX



nceneaoBaHUsaX, NPoBeAeHHbIX B 1976 ., B KOTOPbIX MbILUH,
BaKUMHMpOBaHHble BCG, geMOHCTpupoBanu 3HayuTeNbHO
605iee BbICOKYO YCTOMYMBOCTb K BMpyCy repneca tvna 1,
BUpPYCY rpunna A2 no CpaBHEHUIO C TPynnon KOHTpons
(obLlas BbIXXMBAEMOCTb B KOHTpoOne cocTaBuaa 18 npoTtvs
41% y BaKuuMHMpoBaHHbIX BCG mblwen) [79].

B nccneposaHuun, nposegeHHom B [BuHee-bucay, 6bi1o
nokasasno, 4To y AeTen, BakuMHupoBaHHbix BCG, Habnoga-
I0OCb CHUXKEeHMe obllen cmepTHOCTUM Ha 50%, 4To 06bACHS-
NI0OCb CHUXXEeHWeM 3ab051eBaeMOCTU OCTPbIMU MHOEKLMUAMMU
HUXHKUX OblxaTenbHblX nyten [80]. TeM He mMeHee BAWSHKUE
BaKLUWHbI NPOTUB TyGepKynesa Ha dopmmpoBaHmne obLLero
MMMYHHOIO OTBEeTa NPOTMB HOBOM KOPOHaBUPYCHOW MHODEK-
LMW OCTaeTcs HeloKa3aHHbIM. BMecTe ¢ TeM He UCKYEHO,
YTO aKTMBHas MMMYHM3aUMS JETCKOr0 HaceNeHus 40 CeMU-
NleTHero Bo3pacTa, B TOM Yucie NpoTMB Ty6epKynesa, MOXeT
6blTb OQHOM W3 MNPUYMH BoNee Nerkoro TeYyeHus AaHHOM
MHOEKLMN B AETCKOM BO3pacTe. B HacTosilwee BpeMs B cTpa-
Hax EBponbl y)Ke HayaTbl paHAOMW3MPOBaAHHbIE KOHTPOMM-
pyemble uccnegoBaHua addeKTUBHOCTM BaKuuHauun BCG
pPaboTHMKOB 34pPaBOOXPaHEHUS, KOHTAKTUPYIOLLMX C 6OMbHbI-
mu COVID-19 [81].

3AK/IIOMEHME

TeyeHne COVID-19 y pneten uMeeT psg crneunduyeckunx
4yepT, B 4acTHOCTM 3aboneBaHWe 4acTo npoTeKaeT 6ec-
CUMMNTOMHO WK C HEBbIPAXEHHOW KIIMHUYECKON KapTUHOM.
Mcxoobl 3aboneBaHus y O€TeW, Kak npaBwio, 6naronpu-
ATHble. O6eCrnOKOEHHOCTb Bbi3blBAae€T OTCYTCTBUE CPEACTB
3TUMOTPOMHOrO NevyeHuns u npopunaktnkn COVID-19. Bpavyam
LOCTYMHbl WWb CMMNTOMaTUYECKas Tepanus U MHCTPYMEH-
TanbHble cpeacTBa AN BeAeHWs GONbHbIX C TAXENbIMU NPO-
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K nerkum ¢popmam myKononucaxapuaosa | tuna otHocATes cuHapomsl Lerie u ypnep—Lllere, KoTopbie xapaKTepu3yoTcs
MEJIEHHbIM MPOrpPeCccUpPoBaHMEM, COXPaHHbIM UHTE/ITIEKTOM U MOPaXKeHNEM MPeUMYLECTBEHHO opraHa 3peHns, OrMopHO-
ABUratesibHoN n cepAeqyHo-cocyanCcTon cucteM. PaHHSIS AMarHOCTUKa, MYbTUANCUMIIMHAPHbIM MOAX0A4 K 06Cae[0BaHMIo
n HabAeHNI0, a TaKKe CBOEBPEMEHHO Ha3Ha4YeHHasi Tepanus UrpatoT BaKHY0 POJIb [/151 COXPaHEHNST Ka4eCcTBa KU3HU
rnaumneHToB, NMPOQUIAKTUKN Pa3BUTUSI OCIOKHEHMI U paHHEN nHBanuau3aumn. B ctatee npuBegeHbl 0630p onyb6/IMKOBaH-
HbIX J@HHbIX 1 onucaHne 3 cay4aeB JIErKOro Te4eHUs MyKornosmcaxapmuagosa | tuna.
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(Ana unTupoBaHms: Bawakmaase H.[., HamaszoBa-bapaHoBa J1.C., ypkoBa H.B., 3axapoBa E. 0., Bocko6aeBa E. 0.,
ba6anknHa M.A., Muxannosa J1.K. TpyaHOCTM AMArHOCTUKKM Nerkux Gopm MyKononvcaxapugosa | Tuna: KIMHWYECKUue
HabnoaeHns. Bonpockl coBpemeHHon negnatpumn. 2020; 19 (2): 132-141. doi: 10.15690/vsp.v19i2.2106)

K/NIMHUYECKHUE ®EHOTUNbI Ha ocHoBaHuKM BO3pacTa MaHudecTaLnm, CKOPOCTH Mpo-
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Y naunentoB ¢ MIICI I, camon Tsaxkenon dopmon 3ab6o-
neBaHus, B NepBble MecsiLbl XM3HW BbIIBASETCSA 3a4epK-
Ka pas3BuTus, GOPMUPYIOTCS XxapaKTepHble rpybble 4ep-
Tbl NMLA, KOHTPaKTypbl CyCTaBOB, OTMeYaloTCA 3afdeprKKa
pocTa, gedbopmauuma NO3BOHOYHWKA, renartocnjeHomera-
e, HabnoaalTea YacTble pecnupaTopHble 3aboneBaHns
(6pPOHXUTbI, GaPUHIUTbI, OTUTbI, CUHAPOM OOBCTPYKTUBHO-
ro anHo3 cHa), 601e3HU CepaeyvHO-COCYAUCTON CUCTEMDI
(maTtonorus KNanaHoB cepAua, KapaumomuonaTtus, Hapylue-
HWEe pUTMa M NPOBOAMMOCTH). Ha BTOPOM rofly KM3HHU pas-
BMBAIOTCA KOFHWTUBHbIE U ABUraTeNibHble HapyleHuns [2].
MTIICI LU xapaKTepu3yeTcs NEerkum Te4eHneMm, MeaieHHbIM
NPOrpeccMpoBaHUEM U OTCYTCTBMEM HapYyLIEHUN WHTEeN-
nekta y nauyueHta. Cuugpom MICI MW npeacraBnsier
CO60M MNPOMEXKYTOYHbIN (GEHOTUN CO CPEAHETSKEeNbiM
TeyeHMeM 3aboneBaHus. B page cnyyaeB pasgeneHue
deHotnnos MICI I'W »n MIMCI LU 3aTpyagHUTENBHO M HOCUT
Cy6bEeKTUBHbIN XapaKTep, NO3TOMY B 60/bLIMHCTBE COBpE-
MEHHbIX NYOGAMKALUI MPUHATO BbIAENATb TAXKENYIO (Severe)
n nerkyto (attenuated) dopmbl MIC | [3, 4]. Y HekoTO-
pbix naunenToB ¢ MIMCI W Takxke MoxeT HabnogaTbes
He6oblias 3aJeprKKa MCUXMYECKOrO Pa3BUTUS, HO HEW-
POMCKX0N0MM B OCHOBHOM OLEHMBAIOT NaLMEHTOB TObKO
MIICI I 1 KparHe pefKO KOHCYNbTUPYIOT AeTen ¢ ApYrumu
dopmamun MNC | [5, 6].

3THOJIOIUSA U NATONEHE3

MYKOMNOJ/IUCAXAPUAO3A I TUNA

MMC | HacnegyeTca NO ayTOCOMHO-peLLeCCUBHOMY
Tvny [4]. 3aboneBaHne BO3HUKAET B pel3yfbTate HegocTa-
TOYHOCTM depmeHTa anbda-L-naypoHnaasbl BCNeacTBUE
MyTauun B reHe IDUA. Jeduunt depmeHTa nNpuBOAUT
K HaKOM/JIEHUIO B JIN30COMax [IMKO3aMUHOINIMKAHOB —
renapaxcynbdata u gepmataHcynbdarta [2]. Hactota MIIC |
coctaBnseT 0,7—-1:200000 HOBOPOXAEHHbIX, OAHAKO MpHU
NPOBEAEHMM CKPUHMHIA B Pa3HbIX CTpaHax 6bl10 NOKa3aHo,
yto MIIC | BCcTpeyaeTca HamHoro 4aule: 1:14567 B CLUA
1 1:17643 B TansaHe [7-9].

B HacTosiLlee BpeMsi M3BECTHbl Pas3nuyHble runoTe-
3bl, 0ObACHAOWMe naTtoreHe3 3aboneBaHus. Hanpumep,
C. Simonaro u coaBT. CYMUTaIOT, 4TO HaKOMNEeHWe rMMKo3a-
MWHOIMMMKaHOB B Nn3ocomax npu MIMC mHayumMpyeT BoOC-
naneHne u BAUSET Ha POCT KIETOK COeAMHUTENIbHOW TKaHM
W OPYrux TUMOB KIETOK, aKTUBUPYSH CUTHaNbHbIK nyTb Toll-
nogo6Horo peuentopa 4 (Toll-like receptor 4, TLR4) [10].
AKTMBaLMSA 3TOro NyTM MOXeT OblTb Bbl3BaHa Mb6o dpar-
MEHTaMW TIMKO3aMWHOIIMKAHOB, NM60 nunonoaucaxapm-
noom [11, 12]. UsBecTeH (aKT MOBbIWEHHOINO COAEeprKa-
HMS daKTopa HeKpo3a onyxonu anbda (tumor necrosis
factor alpha, TNFa) B cycTaBHOM TKaHU }MBOTHbIX npn MIC
M NOBbIWEHWE CEKPeLMn MPOBOCMANUTENbHbLIX LIUTOKMHOB
Tuna TNFa u unHTepnenkuHa (interleukin, IL) 1B, a Takxke
OKCMAa a30Ta BO BHeKeTo4YHOM MaTpukce [10]. Ha »unBot-
HbIX MoAensx 6blN0 MoKal3aHo, 4TOo odTanibMONOrnyeckas
natonoruns npu MIC BO3HMKaeT B pe3ynbrate HaKoMmaeHus
rMIMKO3aMMWHOITIMKaAHOB, CKOpee BCero, renapaHcynbdara
B KepaTouuTtax. o gaHHbIM J. Ashworth v coaBT., MMUKO-
3aMUHOIMMKaHbl HaKanaMBalTCs B 60/bWIMHCTBE MMa3HbIX
TKaHel — B POroBuLLE, KOHbIOHKTUBE, 3aNMUTENMANbHbIX KNET-
Kax XpycTanuka, LMIMapHOM Tene, raHrMO3HbIX KIETKax,
TpabeKkynsapHOM 3HAOTENUU. N36bITOYHAA KyMynsLus cyo-
cTpaTa BbI3blBAET CTPYKTYpHblE U QYHKLMOHANbHbIE U3Me-
HEeHUA 3pUTeNbHOro aHanmaatopa [13].

TPYAHOCTU AUATHOCTUKHU MArKUX ®OPM

MYKOMNOJ/IUCAXAPUAO3A I TUNA

CBoeBpeMeHHasa AuarHoctMka nerkux ¢opm MIIC |
3aTpygHeEHa MeANeHHbIM NporpeccupoBaHnemM 60Ne3HH,
WHOrAa AMarHo3 ycraHaB/aMBaeTcs Ha 4—5-m gecATunetuu
XWU3HK [14, 15]. B pebtoTe y NauMeHTOB MOSBASKOTCA IPbl-
W M pecnupaTtopHble 3ab60/ieBaHKs, KOTOpble HE ABNAIOTCS
crneundunyecKUMK NpU3HaKkaMmn U He NPUBJIEKAIOT BHUMaHWe
poauTenen U neanatpoBs. Y AeTen HopMalbHOE UM HEMHOIO
CHWXEHHOE WHTeNNeKTyanbHoe passuThe. [oNiro He CHU-
YaeTca TONEePaHTHOCTb K PUIMYECKUM Harpy3kam, coxpa-
HAETCA BbIHOCNMBOCTb. [1aTonorus OnopHO-ABUIraTelbHOro
annapara, NOMYTHEHWE POroBULbI, U3MEHEHUA deHoTuna
W nopakeHue cepaevyHo-CoCyaUCTOM CUCTEMbl — Haubo-
lee pacnpocTpaHeHHble CUMMNTOMbI MPU Nerkux GeHoTunax
MTMC | — nporpeccupytoT Takxe meaneHHo [16, 17].

HapyweHua onopHo-gBUrarenbHoro annapara. MrcC
XapaKkTtepuayetcs gepopmaumen NO3BOHOYHMKA WM CcycTa-
BOB, KOHTPaKTypaMu M aHKuio3amu 6e3 Npu3HakoB npes-
wecTBytowero aptputa. CTeneHb NposiBNeHWA U BO3pacT
MaHudecTauun M3MEHEHUW OMOPHO-ABUraTeIbHOro anna-
paTta pasHsaTcs B 3aBucuMocTu oT Tunos MIC. Hanpuwmep,
y 60nbHbIX MIMC IV TMNa umeeTcs TEHAEHUMUS K TMnepMobuib-
HOCTW MEJIKMX CYCTaBOB W OTMeYaeTcs KunesugHasa aedop-
MaLumsa rpyaHON KIETKM, YTO HE XapaKTepHO ANa APYrMx TUNoOB
MMC [14, 15, 18]. 3agepxKa pocTa y nauyneHToB ¢ MIMC |
Yauwe HabnogaeTtca nocne 2-ro roga Xu3Hu, HO NMPU NEerkux
dopmax pOCT MOXKET ObITb HOpManbHbIM [19].

OdTanbmonorudyeckaa naronorusa. [lng naumeHToB
¢ MIC | xapaKTepHbl NMOMYTHEHWE POroBULbI, FayKo-
Ma, peTuHonaTus, TMNepMeTpPonus, OTeK 3PUTESIbHOrO
HepBa, atpodua 3pUTENbHOro HepBa, KaTapaKkra U apy-
rne natonoruun. NomyTHeHne poroBuLbl ABNAeTCS Hanbo-
Jlee 4acTblM CUMMTOMOM W MOXeT Pa3BUTbCH B TeyeHue
nepBoro roga »u3uun [20-22]. HapyweHune pedpakumu
(Hanpumep, runepmeTponus, acTUrMaTtu3m) Takxe pac-
npoctpaHeHo cpean nauymeHToB ¢ MIC | n3-3a yronuweHus
CNOEB POroBULLbI U CBA3@HO C HAKOMJIEHWEM [NIMKO3aMUHO-
rMMKkaHoB [13, 23, 24]. [naykoma BCTpevaeTcs y B3POCIbIX
naumeHToB [25, 26]. Mpu cuHapome MICI LU pexe, yem
npu cuHapome lypnep, BCcTpeyatoTcs aTpodus 1 oTEK 3pU-
TenbHOro Hepga [13].

KapauoBacKynsipHas natonorusi. PacnpocTpaHeHHOCTb
N TAXeCTb CepAeyvHO-COCYAUCTbIXx 3aboneBaHWW Mpu BCex
Tunax MIC coctaBnser 60-100% [27]. MNMpwn MIC | natono-
rMW KnanaHoB cepaua W apyrue KapAnoBacKynspHble NposiB-
neHus 6ones3Hn BcTpeyatoTcs Hepeako [28—30]. OCHOBHbIM
KNMHUYECKMM NPU3HAKOM ABNSETCS NaTONOrUs KianaHHOro
annapata cepgua (HefoCTaTO4HOCTb M/WMAKN CTEHO3 Kiana-
HOB, MMKCOMaTO03) [27]. Hanbonee 4yacTo BCTpeyaeTcs narto-
NIOrUs MUTPaNbHOTrO M aopTaibHbIX KnanaHoB (y 56 n 44%
COOTBETCTBEHHO), pexe (y 22%) — nopakeHue TpexcTBop-
yatoro KnanaHa [17]. B OCHOBHOM AMarHOCTMpPYOT Hedo-
CTATOYHOCTb Ha KnanaHax, pexe CTeH03, MHOraa y nauuveHTa
[MarHocTupytoT o6a COCTOsSAHUSA ogHoBpeMeHHo [17, 30, 31].
Pa3BuBaetca WHbUNLTPaATUBHAA KapAvomuonaTtus, oTme-
YaloTCH HapyweHus puUTMa cepaua, pexe — yrosweHue
KOpOHapHbIX cocyaoB. OnucaHbl eAuHWYHble ciyvYau pas-
BUTUSA ULLEMUYECKON 60NEe3HM cepala y B3pOCabIX NauueH-
TOB, rMnepTpodun NEBOro Xenyaoyka, aunatauus eBoro
enyfoyka, neperpyska /ieBoro npeacepans u/wnun nesoro
enyfoyKa U, B KOHEYHOM UTOore, pa3BuUTUE NacTOSIMYECKOM
N CUCTOSIMYECKOW AMCPHYHKLUMM [17, 29].
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Huye npeactaBneHo onucaHue Tpex NauueHToB C Erkum
TeyeHneM 3abonesaHua — MICI 'l n MMCI LU, agnarHo3bl
KOTOPbIM GbININ YCTAHOBNEHbI 3a0/110 10 NosiBAeHus B Poccun
pepMeHTO3aMecTUTENbHON Tepanuu. Ha nx npumepe MOXKHO
OTCNeanTb UCTOPUIO ECTECTBEHHOMO TEYEHUS BONE3HM.

K/IMHUYECKHME NPUMEPbDI

KnuHuyeckun npumep N2 1

Mapusa B., 40 nert, pycckas. peabsaBnser xanobbl Ha
HapylleHne GYHKUMU BEPXHUX U HUMKHMX KOHEYHOCTEWN, CHU-
KEHWe OCTPOTbI 3PEHMS.

AHaMHe3 60/1€3HU

B Bospacte 4 neT poauTenu 3amMeTunn orpaHuyeHue
NOABMXHOCTU B KUCTAX PyK. B TeuyeHne 3 net Habnopa-
nacb ¢ guMarHo3om «HOBEHUNbHbIN PEBMATOUAHbIM apTPUT?
Cknepoaepmua?». lpoBoaunacb Tepanus MNeHuuunnamu-
HOM, MpUMeHsann duanonpoLeaypbl, anekTpopopes U mac-
cax 6e3 cyuecTBeHHoro addekTa. YuutbiBas nporpec-
CUpOBaHWEe TYronoABMMKHOCTU B KWUCTAX M MpuUcoeduHeHue
KOHTPaKTyp B KPYMHbIX CycTaBax, AeBOYKa HarnpasfieHa
B KIMHWKY Ans 06CnefoBaHus, rae BnepBble OpToneaoMm
OblNO 3anoA03peHO reHeTu4yecKkoe 3aboneBaHue. B 7-net-
HEM BO3pacTe Ha OCHOBAHWU KJIMHUYECKOW KapTWHbI (Orpa-
HUYEHWE MOABWMKHOCTU B KWUCTHAX, YMEHbLUEHWE TMOKOCTH
B MO3BOHOYHMKE), AaHHbIX 1a6oOPaTopHOro UccrneaoBaHus
(HM3Kaa aKTMBHOCTb anbda-L-naypoHnaasbl B JEUKOUM-
Tax nepudepuyeckon KpPOBM, BbICOKWE MOKa3aTeln IKC-
Kpeunn rmnmkolamuHornMkaHos) u AHK-amarHoctuku ycra-
HoBNeH amarHo3 «CuHapom lypnep—Llene. ¢.878_889dup
(p.Thr293_Tyr296dup)/c.1598C>T (p.Pro533Leu)».

C 10 neT oTMeYaeT noKanbiBaHWe B NafblLaxX U CHUXKe-
HWEe YyBCTBUTENbHOCTU, CBA3AHHbIE C CMHAPOMOM 3ansicT-
HOro KaHana. B Bo3pacte 20 net B [epmaHun npoBeaeHa

Puc. 1. MNaumneHTka ¢ cuHgpomowm Llewe, 40 net
Fig. 1. Female patient with Scheie syndrome, 40 years

onepauus No MoBOAY KapnalbHOro CUHAPOMAa C MOJOXKMK-
TenbHbIM 3adpdekToM. C 17 neT, co CNoB NauMeHTKKU, nocre-
NMEeHHO Ha4vana CHWXKaTbCs OCTPOTa 3PEHMUS, MO AaHHLIM 3XO-
Kapanorpaduyeckoro (9xoKl) uccnegoBaHusa oTMeYanuchb
Hea0CTaTOYHOCTb MUTPaNbHOrO KianaHa 1-2-M cTenelw,
HeJ0CTaTOYHOCTb TPUKYCNNAANbHOIO KnanaHa 1-i cTeneHu.
B Bo3pacte 26 neT nNo AaHHbIM MarHUTHO-PE30HAHCHOW
Tomorpadpum (MPT) ronoBHOro Mo3ra M LWEWHOro oTae-
/la NO3BOHOYHWKA — BbIpaXKeHHas runepTpoduma CBA30OK
B LWWEMHOM OTAene No3BOHOYHMKA C NpU3Hakamu abcontoT-
HOrO CMMHAaNbHOIO CTEHO3a WU KOMMPECCUU CIIMHHOIO MO3ra.
B Bo3pacte 29 net, yuuTbiBasg MeANEHHOE MNpPOrpeccupo-
BaHWe 60M1e3HU, AnarHo3 6bi1 M3MeHeH Ha cuHapom Llene
M peKkoMeHjoBaHa depMeHTo3amecTUTeNbHas Tepanus npe-
napaTtoMm napoHuaasa 13 pacyeta 100 E/[l/Kr/BBeaeHue.
Ha ¢oHe Tepanum oTMedvanacb NONOXuTenbHas AWHaMUKa
B Buie yBeanyeHus o6bema ABUIKEHUS B cycTaBax, MOBbl-
LIEeHMS OCTPOTbl 3PEHMS, MOBLICMINCL TPYAOCNOCOOGHOCTb
1 BbIHOC/IMBOCTb (LUIECTUMUHYTHbBIN TECT X0A4b6bI — 550 Mm).
[o Havana Tepanuu B Bo3pacTe 25 1 28 neT naumeHTKa
poauna AByx 340POBbIX AeTen. Yepes 2 roga OT Havana dep-
MEHTO3aMeCTUTENIbHOM Tepanuu HacTynuna TpeTbsi 6epemeH-
HOCTb. Bo Bpemsi 6epeMeHHOCTU U KOPMIIEHUS TPYAblo natore-
HeTU4YecKas Tepanus 6bina oTMeHeHa Ha 1,5 roga, 4To NpmBeno
K YXYALWEHWIO COCTOSIHUSI C MOSIBAIEHWEM GbICTPOM YTOMASEMO-
CTW, €NaboCTH, KOCTHbIX U3MEHEHWM, AaslbHO30PKOCTH, NOMYT-
HEHWS POrOBHULLbI, CHUXKEHUS OCTPOThLI 3pEHUS B TEMHOTE, NaTo-
NOrMK KNanaHHoro annapata cepaua. letam 66110 NpoBeseHo
reHeTM4yeckoe o6cneaoBaHne, MyTalMit He BbIIBNIEHO.

AHaMHe3 XU3HU

PoxpeHa oT 2-n 6epeMeHHOCTM, MpoTeKaBlen 6e3
ocobeHHocTen. [pu poxaeHmn macca 3300 1, AnuHa
52 cM. PaHHee NCMXOMOTOpPHOE pas3BUTME MO BO3PACTy.
MpuBKTa N0 MHAUBUAYANIbHOMY rPadumKy.

HacnepcrBeHHbIN aHaMHe3
HacneacTtBeHHOCTb MO 6GONE3HAM HaKOMJAeHWUs He
oTsroueHa.

dusnkanbHas JuarHocTMKa

B 40 netr — poct 165 cm, macca Tena 78 Kr. CocTosiH1e
yaoBnetBoputenbHoe. lonoxeHne aktuBHoe. KoOHTaKTHa.
[onoc HM3KKMI. NNoMyTHEHWE POroBULbl. [MNEePCTEHNYECKOro
TenocnoxeHus. MNMutaHue perynspHoe, nonHoueHHoe. Koxa
M BUOUMbIE CNU3UCTbIE 0O0N0YKN BneaHble. Markue ¢eHo-
TUMUYECKNE OCOBEHHOCTU: LUIMPOKas NePEeHOCHLa, LMPOKKM
poT ¢ NyxibiMK ry6amu, KopoTkas wesd. CyctaBbl 6e360-
NIe3HEHHbl Npu nanbnauuu, gedopmauns MenKux cycTaBoB
KUCTEW, NOKTEBbLIX CYCTaBOB, OrpaHuWyeHue MOABUKHOCTH
B MNfeyeBblX cycTaBax (He NMOAHMMAET PYKW Bbllle FOPU30H-
TanbHOro YPoBHS). MHOXECTBEHHbIN AN30CTO3, TYrONoABUK-
HOCTb 1 601I€3HEHHOCTb CYCTaBOB PYK U cTomn, cbopMupoBaB-
lwascsa «Kortuctas nana» OrpaHu4yeHUe ABUMKEHUS TONOBbI
B CTOPOHbI. [pyaHasa KieTka npasBuibHOM dopmbl. HactoTa
[AbixaHusg 18/MuH. TepKyTOpHbIA 3BYK NEroYHbin. [bixaHue
BE3UKYNAPHOE. [paHWLbl OTHOCWUTENbHOM CEPAEYHOM Tyno-
CTW: NpaBas — npaBbl¥ KpaW rpyauHbl, neBas — cpegHe-
KOYMYHAsA NUHKSA. AyCKynbTauusa cepiua: TOHbl 3BYYHblE.
LLyMbl: CUCTONMYECKNUI B NMPOEKLUN MUTPAIbHOIO KianaHa,
B TOYKe BOTKMHA, aKLEHT 2-ro TOHa Ha NIero4Hon apTepuu.
Putm npaBunbHbi. Mynbc 70 ya./MUH, PUTMUYHBIN, YOOB-
NEeTBOPUTENBHOrO HamnofiHEHUs. ApTepuanbHoe AaBheHue



120/70 MM pPT. CT. A3bIK BAaxHbIK. MUHAANWHbI HE YBENU-
yeHbl. XMBOT He yBenuyeH. Mpu nanbnauumn XWBOT MAr-
KU, 6e360n1e3HEHHBIN. eYyeHb 1 ceneseHKka He YBeUYEHbI.
CosHaHue sacHoe. [MameATb coxpaHeHa. WHTennektyanbHoe
pasBuTMe He cTpagaeT. Cnyx B HopMme. Mape3bl U napanuyu
oTCyTCTBYIOT. KoopanHauus He HapylueHa.

lMpeaBapuTebHbIN AUarHo3

KnuHWyecKasa KapTuHa, AaHHble 1aGopaTopHbIX, MHCTPY-
MEHTalNIbHbIX UCCNeAOBaHUM M reHeTMYecKoro Tecta noj-
TBEPXKAAOT MyKononncaxapmnos | Tuna, cuHapom LWewne.

AnarHocTuyeckune npouyeaypbl

YnbTpa3BykoBoe uccriegoBaHue (Y3U) 6proluHon rnosao-
CTH, MOYEK, LUNTOBUAHON IKee3bl, MOIOYHbIX )Keie3 — 6e3
naTonoruu.

PeHTreHonormyeckoe uccrefoBaHMe OpraHoB rpPyaHOM
KAeTKn — 6€e3 NaToNormu.

OxoKIl'. KoHeuHbI guactonuyeckun pasmep 5,9 (Hop-
Ma 3,5-5,6), KOHEYHbIN cuctonuyeckum pasmep 4,0 (Hop-
Ma 2,5-3,8), KOHEYHbIN AMacTonMyeckun obbem 172
(Hopma 60-190), KOHEYHbIM CUCTONMYECKUN 0ObEM 68 Mn
(Hopma 30-65), yaapHbit 06bem 104 mn (Hopma 30-125),
dpaKumsa Bbibpoca 60 (Hopma 65-75), TONLWMHA MEHKKENY-
fo4yKkoson neperopogkn 1,0 cm (Hopma 0,6-1,2), TonumHa
3aQHen CTeHKU neBoro xenygoyka 1,0 (Hopma 0,6-1,2),
nesoe npeacepave 4,9 cm (Hopma 1,9-4,0). MNpaBoe npea-
cepaue 5,0X4,5. MuUTpanbHbIf KnanaH: CTBOPKKU GUBPO3npo-
BaHbl, peryprutauus 2-n creneHun. CteHo3 M HeAoCTaTO4YHOCTb
aopTanbHOro KnanaHa 1-v creneHu. JleroyHas runepTeHsus.
JleroyHbit KnanaH: CKOPOCTb KPOBOTOKa 1,1 m/c, perypruta-
ums 1—2-" cTeneHu, cpeaHee AaBNeHNE B IEFOYHOM apTepun
40-45 MM pT. CT. JKCLEHTprYecKasa runeptpodus nesoro
KeNnyo4Ka, agunataums NeBoro Npeacepamns, HeaHayuTenb-
HO€e pacluMpeHne NEeBOro M NPaBoro npeacepaus.

X0o/ITepOBCKOE MOHUTOPUPOBAHME 3NIEKTPOKapANOrpam-
mbl (QKI). 3a Becb nMepuog MOHUTOPUPOBAHUSA PETUCTPHU-
pOBanuCb CUHYCOBbIA PWUTM, CMHYCOBas apuvTMus§, YactoTa
cepaeyHblx cokpalleHmn (HYCC): cpeaHee 74/MWH, MWUHU-
ManbHoe 42/MWH, MakcumanbHoe 151/MuH. BbiBneHo
HEenaToNorM4yecKoe YMCNO HaAKeNyaouYKOBbIX 3IKCTpacu-
cton — 27. NlwemMn4ecKknx naMeHeHun cermenta ST 1 nays
6onee 2 ceK He BbISB/IEHO.

CyTO4YHOE MOHUTOPMPOBaHME apTepnasbHOro AaBieHuS.
Mpun3HaKoB apTepuanbHOM TMNEPTEH3UN HE BbISIB/IEHO.

MPT ronosHoro mo3ra. O6pauwatoT Ha cebs BHUMa-
HME MHOECTBEHHbIE 30Hbl MKMO3a pasMepamMu 4o 11 mm
B 6€/10M BellecTBe 60/blUMX Noylwapui, 6GOKOBbIE Kenyao4-
KW yBeNMYeHbl B 06beme, cybapaxHouaanbHble MPOCTpaH-
CTBa pacluMpeHbI.

MPT no3BOHOYHMKA. LLeWHbIM Nopao3 BbINPSMIEH,
Ha ypoBHe C5;-Th; — KudoTMyecKas aedopmaumns. Tena
NO3BOHKOB AedOPMUPOBaHbI KpaeBbiMW OCTEODUTaAMM,
CHWXEHHON BbICOTbI, 3aMblKaTe/lbHble MIAaCTUHKKU UMELOT
BbINYKAYO CTPYKTYPY. MeXNo3BOHKOBbIE AWCKW runoruapa-
TUpPOBaHbl, 6€3 MPU3HAKOB W36bLITOYHOrO NponabupoBa-
Hua. Ha yposHe C,—C; oTmevaeTcs cykeHue npocBeTa
NO3BOHOYHOIO KaHafa C COXPaHEHMEM MPOCBETA LWMPUHOM
2,8 MM. CIMHHOM MO3T NPOCNEXKMBAETCA Ha BCEM MPOTAKE-
HUW, UCTOHYEH Ha YPOBHE CYKEHWS, 04aroBblX U3MEHEHUN
He coAepKMT. MblleYHble CTPYKTYPbl NPaBuibHO CHOPMUPO-
BaHbl. 3ak/toyeHne: «M3MeHeHns COOTBETCTBYIOT NposiBie-
HUSIM MyKononucaxapuaosa. MuKpoaHrnoaHuedanonatms.

BHyTpeHHAs ruapouedanns 6e3 Hanuyua TpaHcaneHau-
ManbHOro oTeKka (6e3 NpUM3HaKOB OKKII03UK). HapyKHas
3amectutenbHas rugpouedanusa. CyxeHue MNO3BOHOYHOrO
kaHana C;—C5 c runotpoduen CTPyKTyp CMMUHHOIO MO3ra
Ha 3TOM YpOBHe».

MPT we#Horo otgena rno3BOHOYHUKE: NMPOTPY3USA MEX-
NMo3BOHO4YHbIX IMCKOB C,—Cg. CyrKeHre No3BOHOYHOMO KaHa-
na Ha yposHe C,—Th,, 4acT4HOe CTEHO3MPOBaHWE MO3BO-
HOYHOro KaHana Ha yposHe C,—C,.

KoHcynbTauusi optanbmosiora (3akaveHue). «mnep-
METPONUSA CpeaHen CTeNeHU, AUCTPODUS CETYATKM».

KnnHn4yecknii gnarHos

MyKkononucaxapugos | Tuna, cuHapom Llene. KoHTpak-
TYpbl B MENKMUX U KPYMHbIX cycTaBax KoHeyHocTen. CTeHo3
NO3BOHOYHOI0 KaHana Ha LernHOM ypoBHe. [MnepmeTtponus
cpefHen creneHu, aucTpodus cetyaTku. NomMyTHeEHME poro-
BULUbI. MHOUNbTPaTMBHasA KapaMomunonaTtuns. CTEHO3 M Helo-
CTaTO4YHOCTb MUTPANbHOIO KnanaHa, peryprutauns 2-m cre-
neHn. CTeHO3 M HeaoCTaTOYHOCTb aopTasjbHOro KianaHa
1- cTeneHn. HeocTaTo4yHOCTb JIEFOYHOrO KnanaHa 1-u cre-
neHu. JleroyHasa runepTeH3us.

Ucxoabl n nporHo3
B HacTtosuee Bpema paboTaeT CTapwuM Hay4YHbIM
COTPYAHMKOM, KaHanaat HayK (puc. 1).

KnuHuyeckut npumep N2 2

MpuHa P, 21 roa, pycckas. B HacTosiliee Bpems Npeabsas-
nseT )anobbl Ha TYronoABWMXXHOCTb B CyCTaBaX, CHUMEHUe
OCTPOTbI 3pPEHUS, yXy[LEHNE CMOCOBHOCTM BUAETb B TEMHOTE.

AHamMHe3 60/1e3HHU

Ha nepBoM roay »13HW Habnoganace y obtanbmonora
C OmarHo3omMm «BpoxpaeHHasa rnaykoma OU?». B Bo3pacte
cTapwe 2 neT NosBUIOCb OrpaHUYeHne obbemMa ABUKEHUS
B KUCTSIX pyK. PeBmaTtonor yctaHoBuA aMarHo3 «KOBEHUbHbIN
peBMatonaHbli apTpuT». PeKoMeHLOBaHHbIM MeToTpeKcaT
AeBOYKa NpuMHMMana B TeyeHne ogHoro roga. B 3 roga npo-
BeJeHO ornepaTUBHOE Jie4eHne No NOBOAY NYNMOYHOMW IPbIXM.
B 4 ropa — ageHotoMusA. MN3-3a NOCTENEHHO MPOrpeccu-
pOBaBLIEN KOHTPAKTYPbl B BEPXHMUX U HUMKHUX KOHEYHOCTSAX
[eBOYKa Oblna HamnpaBieHa Ha KOHCYNbTaUMIO K FeHeTH-
Ky. Ha OCHOBaHWW KNMHWYECKOW KapTWHblI 3ab60neBaHnsg —
0CO6EeHHOCTM deHoTMMNa (6onblumMe rybbl, KOPOTKasa Les),
U3MEHEeHUs B cycTaBax, He60o/bllOe MOMYTHEHWE POroBULLbI
U CHWXXEHWe aKTMBHOCTU depmeHTa anbda-L-naypoHuaassl
no 0,01 HM/mr/4 (Hopma 61,7) — 6bl1 NocTaBneH Aguar-
HO3 «Mykononucaxapunao3s | Tmuna, cuHapom lypnep—LUener.
B 6 net BnepBble BbIIB/IEHbI U3MEHEHUSA CO CTOPOHbI cep-
[1e4HO-COCYANCTON CUCTEMBbI: HELOCTAaTOYHOCTb MUTPasibHO-
ro knanaHa 1-2-i cteneHn. B Bo3pacte 9 ner pebeHKy
nocTtaBfieH auarHos «MyKkononucaxapmaos, tun |, npeano-
noxutenbHo Lene». B Bo3pacte 12 neT naunMeHTKa npolna
NoMHOE KIMHMYECKOe, NabopaTopHOe U MHCTPYMEHTabHOE
o6cnepoBanue. lMepen MHUUMaAUMEN BepMEHTO3aMeCTUTENb-
HOW Tepanuu obpallano BHUMaHUE: 0COOEHHOCTU GEHOTU-
na — WWPOKas nepeHocuLa, KopoTKas wes, nyxable ryoébi,
3afiepXKa pocTa, KOHTPaKTYpbl B KPYMHbIX U MENIKMX CycTaBax
KOHEYHOCTEN; MOMYTHEHWE POroBMLbI; MO AaHHbIM IXOKIT —
HEeAoCTaTOYHOCTb MWUTPANbHOrO KnanaHa 2-3-W CTENEHM!,
HeJOoCTaTOYHOCTb TPUKYCNUAANbHOMO KnanaHa 1-i ctenexu;
yMepeHHas renatomeranus. Yepes 7 NeT nocne ycTraHoOB-
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Puc. 2. NauuneHTka ¢ cuHapomom lypnep—LLeie B Bo3pacTte 8 mec (A), 9 net (b), 20 net (B)

Fig. 2. Female patient with Hurler—Scheie syndrome at the age of 8 months (A), 9 years (b), 20 years (B)

NIeHNs AMarHosa, y4YuTbiBas aHTPOMOMETPUYECKUE AaHHble
(macca Tena 23 Kr, AnnHa 120 cMm), 6bII0 PEKOMEHAOBAHO
exeHeaenbHoe BBefeHWe npenapaTa napoHuaasa B [03e
100 EA/kr/BBeaeHne (2500 E/L). MNepeHocumocTb npenapa-
Ta xopouuas. MepepbiBa B N€4EHUN He BbINO.

AHaMHe3 XU3HU

PoxkaeHa oT 1- 6epeMeHHOCTH, NpoTeKaBLlen 6e3 oco-
6eHHocTen. OT nepBbiX CaMOCTOATENIbHbIX POAOB B CPOK.
Macca Tena npwu poxxaenun 3360 r, anmHa — 51 cm. PaHHee
NCMXOMOTOPHOE pa3BUTME MO BO3pacTy. BaKuuHMpoBaHa
no BO3pacTy.

HacnepcTtBeHHbI aHaMHe3
HacneactBeHHOCTb MO  6GONE3HAM HaKOMJeHUs He
oTAroweHa.

dusnkanbHasas JuarHocTMKa

Macca 50 kr, pocTt 149 cM. YMEPEHHOro nuTaHus.
Hunskoro pocta. WHTennekt He cTpagaeT. Ocob6eHHOCTH
deHoTUna: WupoKas nepeHocuua, Makpornoccus, KopoT-
Kas Wwes, ToNCTble rybbl, FTMNePTPMUX03 Ha crnuHe. NMomyTHeHWe
porosuLbl. KOXHble MOKPOBbI U BUAUMbIE C/TU3UCTbIE 060-
NIOYKKU YyucTble. HapyweHne ocaHKuW. CrubaTtesibHble KOH-
TPaKTypbl JIOKTEBLIX, Jly4e3ansACTHbIX, KOJMIEHHbIX, rOJIeHO-
CTOMHbIX CYCTaBOB, MEJIKUX CYyCTaBOB KUCTEN, BasibrycHas
fedbopmaumna HUXKHUX KOHeYyHocTeW. B nerkux pbixaHue
paBHOMEPHO MPOBOAMTCA BO BCE OTAESNbl, BE3UKYSPHOE.
YacToTta gbixaHua 17 /MuH. [paHuubl OTHOCUTENIBHON cep-
[EeYHOW TynoCTU He yBenunyeHbl. CepaeyHble TOHbl PUTMMY-
Hble, CUCTONIMYECKUI WYM Ha BepxyllKe u B V Toyke. HCC
74 ya./mMuvH, apTepuanbHoe gaBneHne 105/60 mm pT. CT.
HKuBoT goctyneH rny6oKon nanbnauunun, 6e3601e3HEHHbIN
npv nanbnauumun. lNeyeHb U cene3eHKa He YBESIMYEHDI.
MeHapxe ¢ 13 neT.

lMpeaBapuTenbHbIN JUArHo3

Mykononucaxapmnaos | tuna, cuHapom lypnep-—Llene.
Hefoctato4yHOCTb MUTPaNbHOIO U TPMKYCMMAAABHOMO Knana-
HOB. KOHTpaKTypbl B MENKUX U KPYMHbIX CyCTaBax KOHEYHOCTEN.

AnarHocTnyeckme npouegypbl

KauHn4yeckut 1 6UMOXMMMUYECKUI aHan3 KpoBu — 6e3
naTonoruu.

OKT. 4YCC 65 ya./muH. UHutepsan QRS 0,09 cek. dnek-
TpUYyecKasa oCb cepiua He OTKNoHeHa. CMHycoBas apuUTMUS.
[NoBbIWEHNE 3NEKTPUYECKOW aKTUBHOCTU MUOKapaa NeBoro
enyLoyKa.

Y3W 6prowHor nonoctn. MNeyeHb NOBbILUEHHOW 3XOreH-
HOCTHW, pa3mepbl B Npeaenax HopMbl.

Ox0oKTl'. CTeHO3 MUTpanbHOro KnanaHa, HeI0CTaTO4YHOCTb
MUTPaNbHOrO KfanaHa 2- cteneHn. HegoctaTtoyHOCTb TpU-
KycnuianbHOro knanaHa 1-n cteneHn. C MoMeHTa Hayana
naToreHeTM4eCKon Tepanuu CyllecTBEeHHas oTpuuaTteNbHas
AMHaMWKa He oTMeYaeTcs.

MPT ronoBHoro mo3ra. He3HauuTenbHoOe paclupeHue
HapPYXHbIX JIMKBOPHbLIX MPOCTPAHCTB NIOBGHOW, TEMEHHOWM
obnactu. YMEpeHHO BblpaxeHHass acuMmMeTpus GOKOBbIX
eNyLO4YKOB C He6GO/bLMM paclMpeHneM BUCOYHOIO pora
npaBoro 60KOBOro xenyaoyka. MpusHakoB rugpouedanuu
He BbIB/IEHO.

MPT weviHoro otgena. [MpU3HaKn 0CTEOXOHAPO3a LWENHO-
ro otaena no3soHo4HuKa. Tena C; 1 C, UMEIOT KNMHOBUAHYIO
nedopmaumto 3a cHET HecpalleHUs anopu3oB.

PeHTreHonorn4eckoe wucciegoBaHne Ta306e4pPeHHbIX
cycTaBoB. YNNOTHEHWE BEPTAYXKHbIX BMaiuWH C [OBYX CTO-
poH. OnpegensieTcsd yMepeHHbIM CyOxOoHApUanbHbIM CKie-
pO3 BEPTAYXHbIX BNaguH. JIOHHOE CcouYfieHeHue paclimpe-
Ho. CycTaBHble MOBEPXHOCTM aCMMMETPUYHbI. 3aK/lloveHue:
«PeHTreHonornyeckne NpusHaku Aucnnasun JOHHOIo coune-
HEeHWs 1 Ta306eapeHHbIX CyCTaBOB».

3nekTpommnorpapua (IMI) wuronpyatas. TMctorpamma
noTeHuMana ABuUratenbHbiX eauHuL, cooTBeTCTBYeT | Tuny
OMI cTaguu pereHepaTtMBHO-PEUHHEPBALMOHHOIO MNpo-
uecca. 3aknoyeHue: «IMI-npusHakn mMopdodyHKLMO-
HanbHOW peopraHn3aunn ABUraTeNbHbIX €AWHUL, CBS-
3a@HHble C HEBPUTUYECKMMMU M3MEHEHUAMU B MbllLLE>.
YyuTbiBasi CHUMKEHUE YYBCTBUTENIbHOCTU B KUCTAX PYK,
nepuogmMyeckne 6011 Npu NUCbME, y OEBOYKU HUMeeT
MECTO KapnasbHbl1 CUHAPOM, TPEOYIOWMN XMPYPru4eCcKoro
BMellaTesbCcTBa.



KoHcynbtaumnsa ogtanbmonora (3akadyeHue): «nasHble
A6/10KM OKpyrnon ¢opmbl. ToflMHA XOPUOPETUHANbHOMo
Komnnekca CD 2,8 mm, OS 2,0 mMm. [TOMyTHEHWE POrOBMU-
ubl. B 3agHeM oTaene rnas3Horo a610Ka B NPOEKLMM AnUCKa
3pPUTENLHOINO HepBa BW3Yyann3UpyeTcs MpPoOMUHeHLUs (?),
coctosiHne OU 1,9 MM. MNpojosnibHbIM ynbTpa3ByKOBOKW cpes
3pUTENbHbIX HEPBOB PABHOMEPHbIN, KOHTYPbI YETKMUEN.

MoneKynsipHo-reHeTuyeckoe obcnegoBaHue. B reHe
IDUA BbisBneHbl MyTauumn ¢.208C>T p.Q70* n c.826G>A
(Glu276Lys) B KOmMnayHA-reTepo3nMroTHOM COCTOsiHMU. Mocne
reHeTu4yecKoro uccrnegosaHus (mytaums ¢.208C>T p.Q70*
HEOAHOKPATHO OMMCaHa B FOMO3WUIOTHOM COCTOSIHUM Y Nauu-
€HTOB C cuHApOoMOM [ypnep) AMarHo3 6bi1 NeEPECMOTPEH.

KnnHunyeckuni gnarHo3

Mykononucaxapuao3 | tvna, cuHgpom [ypnep-—Llene.
HepnoctaTtoyHOCTb MUTPANbHOIO M TPUKYCMMAANbHOIO Knana-
HOB. KOHTPaKTypbl B MEMIKUX U KPYMHbIX CyCTaBax KOHEYHO-
cTen. HapyweHnue dyHKLMM KUCTeR 1 Ta306elpeHHbIX cycTa-
BOB. KapnanbHbl CMHAPOM. [TOMyTHEHME POroBULbI.

Ucxoabl u NnporHo3
B HacToslee BpeMs yuuTca B KOaneaxe no cneuunanb-
HOCTK «GaHKOBCKOE aeno» (puc. 2).

KnuHuyeckuit npumep N2 3

Muxaun L., 26 net, pycckuin. B HacTosiulee Bpems
npeabABASET Kanobbl Ha CHUKEHUE OCTPOTbI 3PEHUS, orpa-
HUYEHME NOABUMKHOCTM B CyCTaBaX KOHEYHOCTEN.

AHaMHe3 60/1€3HU

C paHHero Bo3pacTa 4acTto 6o0nen pecrnvpaTtopHbIMU
MHOEKUMAMN, B T.4Y. NMOBTOPHbIMKU OTUTAMW, BGPOHXUTAMM.
B 6 mMec oCMOTpeH XMpyprom: AMarHOCTMPOBaHbl MpaBo-
CTOPOHHSASA NaxoBas v NyrnoyHas rpbiXu. [pUMeEpPHO B 3TOM
Bo3pacTe pebGeHOK Havyan CcamMOoCTOATENbHO caauTbes,
M MaMa obpaTuia BHUMaHMe Ha gedopmMaumnio B MNOSCHUY-
HOM OTAene no3BoHoYHKKa. C paHHero Bo3dpacTta (1,5 roga)
Habnogancs y optonega Cc AvarHo3om KWGdOCKOAMO3a,
noayyan Kypc dusvonpouenyp, TMMHaCTUKKM U Maccaxa 6e3
addeKTa. B Bo3pacTe 2 roga 7 Mec npu n1aHoOBOW rocnuta-
NM3aLnn OCMOTPEH HEBPOMNATOIONOM U HanpaBfieH K reHe-
TUKY AN KOHcynbTauuu. Mpu ocmoTpe obpaTuam Ha cebs
BHMMaHWe HapyleHWe oCaHKK, KUPOCKONNO03, HeGOMbLIOE
orpaHuMyeHue MOABWMKHOCTM B MeNKMx danaHrax Kucten
pyk. AwnarHosd «Mykononucaxapugos | Tuna, CUHAPOM

[ypnep—LUene» 6bl1 NoaATBEPXKAEH NabopaToOpHO: O6Ha-
PYXXEHO MOBbIEHNE 3IKCKPELUU TNMUKO3aMUHOIIMKaHOB
¢ mo4yow (470 ean. ueTunnepuanHa xnopuaa/r KpeaTuHUHa,
HopMa Ao 244), kpeatuHuHa 0,1 r/n n CHUXKEHWE aKTUBHO-
ct1 anbda-L-naypoHmaasel o 1,2 HMonb deHona/18 4/mr
6enka. PebeHKy npoBeAeHO MONEKyNsapHO-reHeTuyeckoe
nccnegoBanue: B reHe IDUA BbiaBneHa mytauus ¢.208C>T
p.Q70* n ¢.1139A>G, p.Q380R B KOMNayHA-reTepo3unroT-
HOM COCTOSIHUMU.

MNocTteneHHo 605e3Hb nporpeccupoBana. K 6 rogam
NosiBUINCL GEHOTUMUYECKME M3MEHEHUS (rMnonnasus Haf-
OpPOBHbIX Ayr, WMPOKasa 3anaBwas nepeHocuua, yroslleHue
KPbINIbEB HOCA, BbICTYNaoLLIMMA 1106, LUMPOKas M KOPOTKas Les,
LIMPOKas rpyaHas KieTKa, «KpblloBUAHbIE» onaTtku). B 6 net
BbINO/IHEHO rpbiXeceyeHne, B 9 netr — ageHotomus. B BO3-
pacte 10 net 3aKnoyveHne odTanbmosnora: «lMnepmerponus
cpeaHen creneHun, avdody3Hoe MNOMYTHEHUE POrOBULbI.
B 11 net BnepBble BbIIBNEHbI HEAOCTAaTOYHOCTb MUTPAJIbHOIO
KnanaHa 1—2-1 cTeneHu 1 ymepeHHas renatomeranus.

B BospacTte 15 net ManbyuK 6bla rocnuTanuanpoBaH ans
nposeaeHns ob6cnefoBaHna U UHUMUMaUMK depmeHTo3ame-
cTUTEeNbHOM Tepanuu. MNpu NoCcTynieHnn B KIMHWUKY mMacca
Tena 40 Kr, pocT 154 cwm.

lpu Y3U opraHoB 6proLLHOM 10/10CTH OTMEYEHO YBENMYE-
Hue nedeHun (npaBas 104 mm, neBas 135 MM) U CENEe3EHKH
(132X65 Mm).

Ha 9xoKI — HepoCTaTO4YHOCTb MUTpafibHOro KnanaHa
2-1 cTeneHu.

OKIr — 6e3 naTonoruu.

PeHTreHon10rm4eckoe uccaeqoBaHMe opraHoB rPyaHOM
K/IETKU: NEroYHbIN GOH CUMMETPUYHBIN, BO3AYLIHOCTb HE CHU-
eHa. OCTpbIX 04aroBbIX M MHPUALTPATUBHbLIX W3MEHEHUN
He BbliBNEeHO. KopHK CTpyKTypHble. [ledopmauuns pebep, CKo-
JNIMOTUYECKME NBMEHEHMS TPYAHOMO OTAENa NO3BOHOYHMKA.

MPT rpyaonosicHUYHOro ovgesnia no3BOHOYHMKAE: KUDO-
CKONMMO3 2—3-1 CTerneHu, rnosiyrno3BoHOK L, ¢ N1eBOCTOPOH-
HUM MOACHUYHBIM KUDOCKOTMO30M NMO3BOHOYHUKA, CYXKEHUE
CMMHHOMO3roBOro KaHana Ha yposHe L, —L,.

KoHcynbtayms ogranbmosnora (3akadeHue): «[lomyt-
HEHWE BCEX CJI0OEB POroBULbl, TMNEPMETPONUS BbICOKOM
CTENeHm».

Y4yuTbiBas UHTENNIEKTyalbHOE pa3BUTUE, COOTBETCTBYIO-
lee BO3pacTty (ManbyuK nocewan obuweobpa3oBaTenbHyO
LIKOJTY, Y4M/ICA XOpOWO), U MeaneHHOe MporpeccrpoBaHune
6onesHn 6e3 matoreHeTMYecKow Tepanuu, Obi1 Ha3HayeH
npenapaTt fapoHuaasa u3 pacydeta 100 E[/Kr/BBEOeHue.

Puc. 3. MNMauuneHT ¢ cuHapom lypnep—Lere B Bodpacte 9 mec (A), 15 net (Bb) n 26 net (B) BMecTe ceMben
Fig. 3. Patient with Hurler—Scheie syndrome at the age of 9 months (A), 15 years (b) and 26 years (B) with family
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E Clinical Observation

KnuHunyeckKoe Ha6nogeHue

B 2012 r. onepupoBaH: YCTAaHOBMAEH KOCTHbIM WMMMMaH-
Tat L; B MOACHMYHOM OTAese Mo3BOHOYHWKa. B 2015-
2017 rr. B Tepanuu oTMeyvanucb nepepbiBbl 0T 1 Ao 3 mec,
4YTO NPMBOAMNO K CNaboCTU, CHUXKEHUIO anneTuTa, BAAOCTH,
anatuu; 6ecnokonnm 601 B KUCTSX PYK, CMMHE; MNOCTENEH-
HO YMeHbLIWNCSH 06BbEM ABUMKEHUS B KUCTAX; HAGNtoganoch
yXyALlEHWUE 3PEHMUS.

AHaMHe3 XU3HU

PoxxpeH oT nepBon 6epeMeHHOCTH, NPOTEKaBLLEN C yrpo-
3001 NpepbiBaHns Ha 6-15- Hed. OT nepBbIX CaMOCTOATESTb-
HbIX POAOB B CPOK. Macca Tena npu poxaenunn 3100 r, gnvHa
52 cM. 3akpuyan cpaly. PaHHee NcMxOMOTOPHOE pa3BuUTUE
no BO3pacTy.

HacnepcTtBeHHbI aHaMHe3
HacneacTtBeHHOCTb MO  GOJIE3HAM HAKOMJIEHUS He
oTAroweHa.

dusnkanbHass JUarHoCcTUKa

Ha ™MomeHT ocmoTpa macca Tena 60 Kr, pocT
160 cM. UHTennekT coxpaHeH. O6WEeMO3roBoM U MEHWH-
reaflbHOM CUMNTOMATUKKN HET. YMEPEHHOro NuTaHus. JInuo
CUMMETPUYHOE, HECKONbKO aMumMuyHoe. Cuna MmbllL
B pyKax (MNauMeHTa NpocsaT MaKCMMasnbHO cxaTb 2—3 nasb-
La Bpaya nooyepeaHo Kaxaon Kuctblo) — 4-5 6annos
(MakcumanbHo — 5). OcobeHHOCTH deHOoTMNA: BbICOKUI
n0o6, WKUpOoKasa nepeHocula, KOpOoTKas Lwwes, 60/bliomn
A3blK. HOCUT 0OYKM, ymMepeHHOe MNOMYTHEHWE POroBMLbI.
Kndockonnos. KoHTpaKTypbl B KPYyMHbIX CycTaBax U yme-
pEeHHOEe OrpaHu4yeHue MOABMMKHOCTM B KUCTAX NanblLeB
PYyK. B nerkux gbixaHue npoBOAMTCA paBHOMEPHO BO BCeE
OTAesNbl, XPMNoB HET. YactoTa AbixaHusa 18/MuH. [paHuubl
OTHOCUTENIbHOW CepAeYHON TynocTU He yBenuyeHbl. HYCC
88 ya./mMuH. AptepuanbHoe gaBnexHve 115/70 mMm pT. CT.
CepaeyHble TOHbl apPUTMWUYHbIE, CUCTOMYECKUI LIYM
Ha Bepxywke. XXMBOT AocTyrneH rny6oKoW nanbnauuu,
6e360M1e3HEHHbIN. lleyeHb U cene3eHKa He YBEUYEHbI.
dusnonornyecKkme oTnpaBIeHUs B HOPMeE.

lMpeaBapuTenbHbIA AMarHo3
Mykononucaxapuao3 | Tuna.

AnarHocTnyeckue npouegypbl

OKTI. Putm 59-65 ya./MuH. PUTM cuHycoBbIN. MNoBbliwe-
HWE 3NEKTPUYECKOM aKTMBHOCTM MUOKapaa NIEBOr0 Kenyaoy-
Ka. HenonHas 6n10Kkaga npaBol HOXKM NyyKa [uca. NMpusHaku
HENPOreHHbIX BaryCHbIX BAUSHUN.

9xoKI. MnKcomaTo3 aopTafibHOro KnanaHa, peryprura-
uns 1-n cteneHu. Peryprutauus Ha MUTpaNbHOM KnanaHe
2-1 cTeneHu.

KoHcynbtaums ogtanbmosiora (3akiodeHue). «TaneTo-
peTMHanbHaa abuoTpodua; aereHepalmsa poroBuLbl; runep-
METPONMS BbICOKOW CTENEHW».

Y3U 6prowwHoM noanocty, no4eK — 6e3 NaTonoruu.

KnuuuyecKkni guarHo3s

Mykononucaxapmnzgo3s | tvuna, cuHgpom lypnep—Llene.
HefocTaToYHOCTb MWUTPaNbHOMO M aopTafibHOrO K/ianaHoB.
KOHTpaKTypbl B MEMKMX M KPYMHbIX CycTaBaxX KOHEYHOCTEMN.
Kndpockonmos 2-3-i cTteneHn. KapnanbHbii CUHAPOM.
MomyTHeHWe poroBuLbl. TaneTopeTuHanbHas abuoTpodus;
[ereHepaums poroBuLbl; TMNEPMETPONUS BbICOKON CTEMEHM.

Ucxogbl 1 NPporHo3

3aKoH4YMA WKOY U Konnemx. B HacTosilee BpeMs xKeHar,
UMEET ABYX AeTeN (Manb4uK U AEBOYKA, 3[0POBbI, FEHETUYE-
CKOe o6cneoBaHue NpoBeAeHo, MyTaL M HeT) (puc. 3).

OBCYXAEHME

Hamu npeactaBneHbl KNIMHUYECKME Clydan NErkoro Teve-
HUA MMC | ¢ coxpaHeHHbIM UHTENNEKTOM. Y OAHOro nauu-
eHTa (KnuMHu4eckun npumep N2 1) nepBble MpPosABAEHUs
3aboneBaHUs 3ameTunun nocne 4 net, y AByx Apyrux (npwu-
mMepbl N2 2 1 3) — Ha NepBOM M BTOPOM oy »U3HW. Bce
nauMeHTbl Havyanu nonaydyaTb Tepanuio AOCTaTO4HO MO3AHO,
4YTO MOB/IMSANO HA CKOPOCTb MPOrpeccupoBaHUs GONE3HMU.
HecmoTpsa Ha paHHWi aebioT, 60ne3Hb y BCeX NalMeHTOB
nporpeccupoBana MeasieHHo. Y nauneHTkm N2 1 orpy6nexue
4yepT NnLAa NPaKTUYECKU HE BbIPaXKeHO, ¥ ABYX APYrMX nauu-
E€HTOB — KpaKnHe He3HauuTeNbHbl. Ha nerkoe TedeHune MIIC |
BrnepBble 06paTnan BHUMaHWe H. Scheie n coaBT., KOTopble
B 1962 r. ony6nMKoBanu craTblo, rae BMepBble onucanmu
HECKONIbKO Cny4YaeB «HOBOro» deHoTMna cuHapoma lypnep.
B uncne nauuneHToB 6bi1M 6paT ¢ cecTpon (27 n 25 net cooT-
BETCTBEHHO), KOTOPbIE }anoBajIMCb Ha CHUXEHWE OCTPOThI
3peHus (auddy3Hoe NOMYTHEHUE POrOBHLLbI), C paHHErO BO3-
pacta umenu orpaHMyeHue NOABUMIKHOCTU B KPYMHbIX U Mef-
KUX cycTaBax, rpbixu, WwWymbl B cepaLe (K 6bi1o B Hopme),
yBeNnYeHne MUHAanuH. B otnnyne ot 60NbHbIX C TUMMYHBIM
cuHapomom [ypnep, y HUX Obll HOPMabHbIA WMHTENNEKT
N MArkue mameHeHus deHotuna [32]. Jlerkne dopmbl MIC
He MOryT 6blTb OTHECEHbI K «MOPTPETHLIM» ANArHo3am, noaTo-
My NaLMEHTOB ropasfo pexe OTNPaBAsIOT Ha KOHCYbTaLMIo
K FE€HEeTUKY, M BPayu He HACTOPOXKEHbl Npu GU3MKaNbHOM
OCMOTpe NnauueHTa B OTHOWEHUU nmeHHOo MIC.

M. Beck n coaBT. npoBenu noapo6HbIM aHann3 AaHHbIX
peructpa naumeHToB ¢ MIMNC | (n = 987), HakonneHHbIX K 2013 T.
[33]. Mpeobnaganu nauneHtbl ¢ MICI I (61%), pexxe BCTpeya-
Mcb 6onbHble ¢ cuHapomom MIICI T (23%), elle pexe —
¢ MICI W (13%). B 3% cny4aeB tun MIC He 6bln onpeaenex.
MepBble CMMMNTOMbI 3a60NEBaHUS Y MNALMEHTOB C GEHOTUMNOM
MMCI U nosiBunncb B Bo3pacTte oT 3 A0 7 /eT, y NauneHToB
¢ MINCI W — ot 5 go 13 net [33]. bb10 0OTMEYEHO, 4TO MpuU
MSArKux popmax 3a6oneBaHUs 3a4epKUBaAETCA AUArHOCTUKA U,
COOTBETCTBEHHO, MHULIMALMSA Tepanuu, YTo HeraTMBHO BAMUSIET
Ha Ka4yeCTBO XM3HM TakMx 6O/bHbIX B nocaeaytoliem [33].

MoneKynsipHO-reHeTU4EeCKNe 0COGEHHOCTH JIErKUX

dopm myKononucaxapuaosa |l Tuna

Mo gaHHbIM L. Clarke 1 coaBT., B MEXAyHapO4AHOM peru-
cTpe nauueHtoB ¢ MIMC | y nonoBuHbI 60MbHbIX (74/158)
C Nerkum  ¢eHoTunom Obiin  OBHapyXeHbl BapuaHTbI
B reHe IDUA, BnvsalOWME Ha TPAHCKPUMLMIO WX TpaHC-
NIAUMIO TeHa B COYETaHUMU C «1erkon» MUCCEHC-myTauuen
[34]. Hanbonee 4yacTbiMM reHOTUNamMu npu nerkom popme
MMC | anstotca p.L490P/L490P (y 13%), p.P533R/P533R
(y 11%) 1 p.L238Q/W402X (y 4%) [34].

B npeacTtaBneHHbIX HaMW KIAMHWYECKMX Clyvyasx nauu-
€HTbl OblIM KOMMNayHA-reTepo3nrotamum no OAHOM TSXKenomn
(c.208C>T p.Q70*) n BTOPOM Nerkon mytaumun (c.826G>A
(Glu276Lys). NockonbKy B Poccuinckon degepaumm, B oTIn-
4yue OT eBPOMENCKUX CTpaH, Haubonee 4acton MyTaluen
asnsetca p.Q70* [35], He yaMBUTENbHO, YTO ABOE U3 HaLIMX
nauMeHToB (KAuHU4Yeckrue npumepbl N 2 un 3) aBngtotcs
KOMMayH/-reTepo3nrotammn no 3ToW MyTaluu B COYETaAHWUM
C Apyrum, 6onee nerkum annenem [35].



Mo AaHHbIM MeXAyHapoAHOro perucrpa, Kudos 6bin
€[JMHCTBEHHOM aHOManueun, NPUCyTCTBoOBaBLIEN Y BOJbLLWH-
ctBa (70%) nauuneHToB ¢ deHoTnnom MIICI I, n ropasgo
pexe y nauueHTtoB ¢ MIMCI W (34%) n MMNCI W (21%).
N Haob0opoT, KOHTPaKTypbl B CycTaBax M CMHAPOM 3anscT-
HOrO KaHana npuCyTCTBOBanu y OGO/bLIMHCTBA NaLUeH-
T0B ¢ MICI W (69 n 51% cootBetcTtBEHHO) 1 MICI W
(57 n 28% cooTBETCTBEHHO), pexxe — Yy 60nbHbIX MICI T
(38 1 8% cooTBETCTBEHHO). CpeflHMI BO3pacCT NOSABIEHMS
npun MICI W cumnToma 3anscTHOro KaHana B Buae 6onu,
noKasnblBaHUsl, OHEMEHMUS, CNabOoCTU, MKEHMUS COCTaBMI
13 net [33]. Y HalwmMX NauMeHTOB C paHHEro Bo3pacTa
HabnganMcb U3MEHEHUS CO CTOPOHbI KOCTHO-CYCTaBHOMO
annaparta: KOHTPaKTypbl B CycTaBax, HapylleHWe OCaHKMH,
y ABOMX 3ageprKKa pocTta. OaHa M3 HallMX NauMeHTOK one-
pupoBaHa no NoBofy CMHAPOMA 3ansCTHOro KaHana, Apyron
3Ta onepaumsa nnaHMpyeTcs.

Mo gaHHbIM perncrpa, NaTonorMmM cepaeyHblX KnanaHoB
Yaule Ha6nopatotca y 6onbHbix MIMCI LW (68% cnyyaes),
YyyTb pexe — y nauueHtos ¢ MICI I'W (59%) [33]. M. Page
n D. Campbell onnucanu aBa cnyyas, korga MINCI LW y B3poc-
NbIX NaLMEHTOB 6bla 3aN003PEH TONbKO NOC/E BbISBAEHHMS
KapanoBacKynspHon natonornun [36]. B nepBom cny4vae
56-NeTHUN MyXK4MnHa 6blT rOCNUMTaNNM3UPOBaH U3-3a Cyaopor
M NPaBOCTOPOHHEro remunapesa. pu NpoBeAeHUU KOM-
nbtoTepHon Tomorpadum (KT) ronoBbl BbIABEH 1EBOCTOPOH-
HUI MILEMUYECKMUIA oYar U 3anogo3peHa aMb60oaus, YTo noa-
TOSIKHYNO Bpayen NpoBecTy AONOAHUTENbHOE 06cnefoBaHue
nauueHTa Ha nNpeamMeT cepaeyHon natonoruu. MNpu ocmoTpe
obpallann BHUMaHUe OCOOeHHOCTM deHoTMna (LWMpoKas
nepeHocuLa, KopoTkas wes), gedopmanmsa rpyaHON KNeTku,
OorpaHuyeHue NOLBUXHOCTM B CycTaBax U MOMYTHEHWE POro-
BULbl. My4nHa OT GIM3KOPOACTBEHHOrO 6paKa, cTaplive
6paT u cectpa ymMepsiuM OT CepaeyvyHOM HedOoCTaTOYHOCTM.
Ha 3KI — npu3Haku paHee nepeHeceHHOoro WHdapkrta.
AOmuccuroHHas KT BbisBUNa UIWLEMUIO MUOKapAaa, XoTa naum-
€HT HUKOraa He McnblTbiBan AMcKkoMbopTa B rPyAHON KIETKe.
Mo gaHHbIM NabopaTopHOW AMArHOCTUKK (YBENUYEHME COoaep-
KaHWUS MMMKO3aMUHOMIMKaHOB B MOY€E M 9H3MMOLMArHOCTH-
Ka) noateBepauncsa anarHod MICI LU [36]. BTopow nauueHrT,
52-NeTHUR My>K4YuHa, rocnuTann3uMpoBaH M3-3a KOMMpec-
CUOHHOro nepesoma MNOSCHUYHOrO OTAena MO3BOHOYHUKA.
MNepen noarotoBKoM K onepaunn Ha AKI obHapyxeHa runep-
Tpodus nesoro xenygoyka. Mpu IxoKl BbisBNeHa TsxKe-
nasi runepTpoduma NEeBOro Kenyaoyka (KPpUTEPUM TSKECTU
aBTOpPaMW He YyKa3aHbl) C YMEPEHHbIM CTEHO30M aopTbl
W MUTPaNbHOro KnanaHa. AopTanbHbliM KnanaH 6bln yMepeH-
HO KalbLMHMPOBAH W YTOJLLEH, @ JIMCTOYKM MUTPaSbHOro
KnanaHa 6bl11 Y310BbIMU U CUAIbHO YTONLWEHHbIMW. U3 dun3u-
KanbHbIX AaHHbIX 06palLany Ha cebs BHUMaHWe HU3KKUE pocT
(136 cm) 1 macca Tena (38,5 Kr), KOHTPAKTYpbl B KPYMHbIX
cyctaBax W [ypnep-nogo6Hbin deHotun. AuarHo3z MICI LU
Obl1 NOATBEPXKAEH MOc/ie NPOBEAEHWUS 3H3UMOAMArHOCTU-
Ku (06HapyxeH febuumnt depmeHTta anbda-L-maypoHunaasbl)
W TEeHETUYEeCKOro uccnefoBaHusa (o6HapyeHa MmyTauums
B reHe IDUA) [36]. Y onucaHHbIX HaMW MaLUEeHTOB TaKxKe
6bl/IM BbISIBNEHbLI UBMEHEHUS CO CTOPOHbI cep/La (naTonorns
KnanaHHOro annaparta cepaua, MHOUILTpaTUBHAsA Kapauo-
MHonaTus), KoTopble nporpeccupoBanu. NocnegHee Morno
ObITb CBSA3@HO C NO3AHWM HayanoM Tepanuu u nepepbiBamMmu
B fie4yeHnn (y naumeHTkn N2 1 Bo BpeMs TpeTben 6epemeH-
HOCTM M y nauueHTa N° 3 u3-3a HapyweHWs opraHu3auuu
Tepanuu). B 4acTHOCTHU, M3BECTHO, 4TO bEepMEeHTO3aMecTu-

TenbHasa Tepanusa ynydlaeT NposBiaeHns MHPUILTPaTUBHOM
KapAvoMuonaTtuu, NporpeccMpoBaHne NaTonorum KnanaHos
cepaua 3ameansertca [17, 27]. HeraTBHO Ha COCTOSiHWE
cepAeYvyHO-CoCyAUCTON CUCTEMbI BMAIOT OTMEHa WK nepe-
pbIBbI B Tepanuu [37].

Matonorusa ras pasBuBaeTcs npu Bcex noatnnax MIC |
N 9BNSETCA NaTOrHOMOHMYHBIM CMMMTOMOM. [10 Aa@HHbIM
MEXAyHapo4HOro perncTpa, NoOMyTHEHME POroBMLbl — Hau-
60nee pacnpocTpaHeHHbI CUMMTOM Y NaLMeHToB ¢ GeHOTH-
nom MICI W (BcTpeyaetcs y 70—-82%), KOTOpbIK BNepBble
anarHoctupyetcs B Bo3pacte 9-11 net. CteneHb NOMYTHEHUS
He KoppenupoBana ¢ Bo3pactoMm [33]. K. Newkirk n coaBT.
CpaBHMBaNW HaKoM/JeHUEe MMTIMKO3aMUHOMIMKaHOB B POroBu-
e Ha doHe npoBefeHs GepMeHTO3aMeCTUTENbHOW Tepa-
MUKW B pasHbIx Jo3ax Uan 6e3 sieyeHus. BbISCHUNOCh, 4TO
TOMIbKO BbICOKOO3Hasd dbepMeHTo3aMecTUTeNbHas Tepanus
npuBena K CHUXEHWIO HaKOMNIEHUS MMMKO3aMUHOIMTMKaAHOB
B poroBuLe [38]. lNloMmnmo Hee, ansl ycTpaHeHns obTanbmo-
JIOTMYECKON NaTONOMMKU NaLMeHTamM BbIMONHAETCA nepecagka
poroBuubl. B 6yayuiemM BO3MOXHa W npsamMas nepecagka
CTBOJIOBbIX KNETOK B a3 [39]. TpaHcnnaHTauns porosuLbl,
K COXalleHUIO, OC/TIOXKHSAETCA BbICOKMM PUCKOM OTTOPXKEHMUS,
NMO3TOMY MOUCK HOBbIX METOAO0B Tepanun 3TOr0 OCNOXKHe-
HUS aBAseTcs akTyanbHbiM [39]. CpaBHWUTENbHO HEAaBHO
Ha XXMBOTHbIX Mogenax MIC 6bina nokasaHa YCMNeLWHOCTb
NPUMEHEHUA TEHHOW Tepanuu C WUCMNoJIb30BaHUEM afeHo-
accoumnpoBaHHoro Bupyca (AAVBGO-IDUA) ans neveHus
nomMyTHeHus poroBuLbl [40].

[Apyrue KAMHN4YecKue NposiBAEeHUNA Ierkux popm

MyKonoJaucaxapuposa

Mpyv aHanM3e [daHHbIX MEeXAyHapoAHOro perncrpa
NoKasaHo, 4YTO rpybble YepTbl Nnua 6Gonee xapaKTepHbl
NS NauWeHTOB C TSXKENbIM U cpeaHeTsenbim Tnnom MIC
(0BHapY)XMBaIOT Yy KaxKaoro BToporo pebeHka B 8-neTHeM
Bo3pacte). CpeaHui Bo3pacT aebioTa USMEeHEHUN deHoTMNa
npu MICI T'W coctaBun 3,5 roga. OgHako cneayet oTme-
TWUTb, YTO OrpybaeHue 4epT anua npu Marknx ¢opmax MIMC |
He Takoe BblpaxeHHoe, Kak npu MICI [, a y nauuveHTOB
¢ MIMCI T'lW moxeT npaKTU4ecKu oTcyTcTBOBaThL [21].

[enaTomeranva NpucyTcTBOBana y 60/blIMHCTBA NaLu-
eHToB ¢ deHotnnamu MICI T (70%) u MNCI T'W (67%), pexe
(48%) — y nauunerTtoB ¢ MIICI L. MNMpuMepHO C TakoMW e
yactoTon o6HapyxuBatoTca M rpbikun [33]. NHTepecHble
[JaHHble npeactaBneHbl B AByx nybnukauuax O. Gabrielli
W CoaBT., KOTOpble Habnwhann 6pata M cecTpy B TeyeHue
ONUTENbHOro BpeMeHu. Manbuuk, 12 neT, ¢ MArkum Tevye-
HMeM 3abofieBaHMA Hadvan nosyyaTb GepmeHTo3aMecTu-
TeNbHyl0 Tepanuio ¢ 5-meca4yHOro Bo3pacTa, B OTIMYMe
OT pofHoun cecTpbl (17 neTt), KoTopon depMeHTo3amMecTu-
TenbHas Tepanus Oblla oTcpoYeHa A0 S5-neTHero Bo3pacra
B CBSI3M C NO34HEN AnarHocTukon cuHgpoma lypnep—Llene.
Yrny6neHHoe KAWMHWMKO-NabopaTopHoe [AuarHocTU4yeckoe
obcnefoBaHMe ManbyMKa B Bo3pacte 12 neT nokasano,
4TO Ha GOHe paHHEro Havyana Tepanuu, elle 40 NosSBAEHUS
CUMMTOMOB 3ab0neBaHus, CTEMEHb MOPaXeHUs CycTaBoOB,
NO3BOHOYHMKA M CEPAEYHO-COCYAMUCTOM CUCTEMbI Yy Hero
6blna MMHMMaNbHOW B CPAaBHEHUU C CECTPOM, XOTa 06a UMe-
M OAMHAKOBYIO MYTaLMIO B FEHE U CHUMKEHME aKTMBHOCTU
depmeHTa. Npn aToM y cM6COoB Oblniv YCTAHOB/IEHbI Pa3Hble
anarHosbl: y 6pata — MICI W, y cectpbl — MICI L.
O4yeBMAHO, YTO PepmMeHTO3aMecTUTeNbHas Tepanus No3Bo-
naet MoauduLUMpoBaTh KIMHUMYECKMI GEHOTUN, NepeBecTH
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E Clinical Observation

KnuHunyeckKoe Ha6nogeHue

ero us Taxenom Gopmbl B 6051€e NErKyo U 3aMeanmTb Nnpo-
rpeccupoBaHue 6onesHu [41, 42].

3AK/TIOYEHUE

PaHHas aunarHoctvka MIMCI T'W w MMCI LW 3aTpygHeHa
NMo HECKONbKMM MPUYMHAM: pPedKoCTb 3ab0ofieBaHus, WKUPO-
Kas BapuabenbHOCTb KIMHWYECKOW KapTuHbI, NIErKoe Teye-
HUe 60Ne3HW, a TaKKe HecrneunPpUYecKUin XapakTep HeKo-
TOPbIX PAaHHMX NPOSABAEHUN (IFPbIXKK, YacTble pecnupaTopHble
3aboneBaHus). CneunduryHble GEHOTUMUYECKNE NBMEHEHUS,
NMOMYTHEHWE POroBMUbl, HavyasbHble NPOSABIEHUS NATONOrMUK
cepAeyvHO-CoCyanCTON CUCTEMbI HEe BCerja NpuBeKaloT BHU-
MaHue poauTenen, Yalle OHM obpaLlatoTcs K Bpadyam rno noso-
[y naTonoruu OnopHO-ABUratefibHoro annapata. oatomy
Ba¥HO, 4YTOObI Bpayu-opTonedbl 3HaIU KIMHUYECKUE Mpu-
3Hakn MIC n MornM OTNPaBUTb NaLMEHTa Ha reHeTUYECKyo
[MarHocTuky. lNocnegHas gaet BO3MOXHOCTb He TONbKO ycTa-
HOBMTb AnarHo3 MIC |, HO 1 B HEKOTOPbIX CNyYasiX YyTOYHUTb
€ro KIMHWYecKyto Gopmy, a, cneaoBaTtefibHO, TAXKECTb Teve-
HUs1 60/1e€3HM M NPOrHO3 Ka4yeCTBa KU3HM NauneHToB. BmecTe
C Tem 4S9 NpaBWIbHOM KNacCUPUKaLMU KIIMHUYECKUX GOpM
MMC | B MynbTUAUCUMMIMHAPHYIO KOMaHAy LenecoobpasHo
NOAKIIOYUTL Herponcuxonora. CneunanncTbl 3TOro Nnpoduns
Heo6xoAnMbl Ans exxerogHow oueHku DQ (MHAEKC, oTpaKa-
IOLLMIA OO0 HOPManbHOrO pa3BUTUSA y pebeHKa B AaHHOM
BO3pacTe) B paHHeM Bo3pacTe v pganee IQ (ymcTBeHHOe
pa3BWUTUE) HE TOMIbKO Y NauWeHToB ¢ cuHapomoM [ypnep,
HO 1y nauuneHTtos ¢ MIMCI 'l v MNCI L.

WHOOPMUPOBAHHOE COITIACUE

OT mauueHToB OblIO MOAYYEHO MoANUCcaHHOe WHOpP-
MWPOBaHHOE [06POBO/IbLHOE cornacue Ha nybanKaumto
X M306paxkeHun (gatbl nognucanusa: nauyuveHt N2 1 —
17.04.2020 r., naumeHt N2 2 — 11.04.2020 r., nauu-
eHT N2 3 — 13.04.2020 r.).

INFORMED CONSENT

Patients have signed informed consent on publication of
their photos (date of signature: patient N 1 — 17.04.2020,
patient N 2 — 11.04.2020, patient N 3 — 13.04.2020).
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BpoxxaeHHas paclyenmHa rybbl u HE6a — OfMH N3 Hanbosiee PacrpoCTPaHEHHbIX MOPOKOB Pa3BUTUS y AETEHN, UMEIOLLMX 3Ha-
YMMOE MEAMKO-COLMaIbHOE BIMSIHUE HA CaMopean3aLmio Takux naumneHToB B obLyectBe. [TpeacTaBaeHHbIN 0630p AaHHbIX
pe3ynbTaToB UCC/IEJ0BaHUI B pa3HbIX CTPaHax 1 Ha Tepputopusix Poceurickorn ®eaepaumnu (no 6azam MEDLINE n eLIBRARY.RU)
AaeT npejcraBieHne 0 COBPEMEHHOM COCTOSIHMM NPO6EMbI PacrpOCTPaHEHHOCTHU NaToa0rMmn CPEAN AETCKOro HaceleHus
Haluen cTpaHbl 1 B MUpe. M3 Bcex NpeACcTaBaEeHHbIX Pe3ybTaToB UCCAEA0BaHMI O BAUSHUM rPynn GakTopoB pUCKa Ha pas-
BUTUE BPOXKAEHHON pacllesinHbl rybbl v HEGa y AeTel, CBA3aHHbIX C Hac/leACTBEHHOCTbIO, 06Pa30M }KN3HU, OKPYIKatoLlen
cpeno, HeM3y4eHHbIM OCTaeTCs BJIMSIHME OpraHM3aumm MEeAULIMHCKOM MOMOLLM.

KnroyeBble cnoBa: BpoxaeHHas pacliennHa rybbl U HE6a, BPOX/AEeHHbIE aHOMaanu, 06pa3 KU3HU, paKTopbl pUCKa, opra-
HM3aumnsa MeANLIMHCKOM MOMOLLM

(Ana yntupoBanms: KacvmoBckas H.A., LlatoBa E.A. BpoxaeHHas pacliennHa ryébl M HEGa y AeTen: pacnpocTpa-
HeHHOCTb B Poccun 1 B mupe, rpynnbl ¢daKkTopoB pucka. Bonpockli coBpemeHHown neanatpum. 2020; 19 (2): 142-145.
doi: 10.15690/vsp.v19i2.2107)

BBEAEHUE

3pnopoBbe Aeten — aTo Byayliee rocyaapctsa, NoTeH-
unan passutusa oblectea. OfHaAKO, HECMOTPS Ha ycnexu
B YKPENIeHUU U 3aluTe 340p0BbS AeTew, BPOXKAEHHbIe
aHoManuu B CTPYKType LeTCKoW 3ab0/ieBaemMoCTH, UHBa-
IMOHOCTU U CMEPTHOCTU BCE TaKXe 3aHUMaloT NnaunpyloLime
nosvuunn [1]. Ocoboe mMecTo cpean BPOXKAEHHbIX aHOMa-
MMy AeTer 3aHMMaloT BPOXAEHHbIE MOPOKU pPas3BUTUSA
YeoCTHO-NMLLEBON 06nactu — paclenuHbl rybol u/unm
HEGa: TaKkaa MaTonorus cYUTaeTcs OLHOM M3 caMblX pac-
NPOCTPAHEHHbIX U TAXENbIX CPeAn BPOXKAEHHbIX aHOManum
N 3aHMMaeT 3—4-e MecTo B MX CTpyKType [2]. TaK, Hanpu-

Nataliya A. Kasimovskaya, Evgeniya A. Shatova

Mep, BPOMX/EHHble MOPOKWU Pa3BUTUA YETHOCTHO-NNLEBON
obnactn coctaeastoT oT 13 go 30% uucna BCeX BPOK-
JIEHHbIX aHOMaNWi W COMPOBOXJATCA aHATOMUYECKMU-
MU U OYHKLMOHANbHLIMW HapyLIEHUAMU 3y6GOYENOCTHOM
cuctembl [3-5]. CneagyeT OTMETUTb, YTO M30MPOBAHHAA
dopma aaHHOW naTtonoruu BeTpeyaetcs B 7,6—41,4% cny-
YyaeB, B TO BPEMSl KaK B COCTaBe CMMMNTOMOKOMIIEKCOB
(BMecCTe C NOPOKaMK PasBUTUS cepaua M APYrMMU BPOXK-
[€HHbIMW aHOMaNusAMKU PasBUTUS), KOTOPbIE 06YCI0BEHDI
pasnnyYHbIMKM MyTaLMSMKU, XPOMOCOMHbIMWU HapyLIEHUSIMHU
(Hanpumep, geneunen 22 XpoOMOCOMbI) pacLLenHbl Ty6bl
n/unu H€Ga onucaHbl B 21,1-61,2% [6, 7, 8].
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Congenital cleft lip and palate is one of the most common congenital anomalies in children. It has significant medical and social influence
on the self-realization of these patients in society. This review of various researches’ results from different countries and territories of the
Russian Federation (according to the MEDLINE and eLIBRARY.ru databases) provides information on prevalence rate of this pathology
among children of our country and worldwide. The role of medical care organization remains unknown among all the presented results
of the studies about the role of risk factors of congenital cleft lip and palate development (such as: inheritance, lifestyle, environment).
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BpoxaeHHble NOpPOKM pas3BUTUS YenoBeKa 006ycrioB-
NIMBAtOT HE TOSIbKO MEeAWMLMHCKKE, HO U couMalbHble Mpo-
6nembl: y NaLMeHTOB Hapsaay C BblpaKeHHbIMWU HapyLUeH!-
AMU PYHKLMIM NOParKEHHbIX OPraHoB U CUCTEM OpraHM3ma
BO3HWKAIOT CMOXHOCTM C ajanTtaumen B obuwectBe. OHU
CTajlknBaloTCa B JdafbHEWWeEM € Npo6iemMon MNony4yeHus
npodeccuun n TpygoyctponcTtea (35,2% naumeHToB yKasbl-
BalOT Ha TO, YTO C BPOXAEHHOM pacllennHomn rybol n HEGa
TPYAOYCTPOUTBLCS NMPaKTUYECKM HEBO3MOKHO), 4TO onpeje-
naeT MeAMKO-COLManbHY0 3HAaYMMOCTb NPOGAEMbI U aKTy-
aNbHOCTb NPOBEAEHNS UCCNELOBAHUN B 3TOM HanpaBieHuun
[8, 9]. Kpome TOro, MHOrne naumeHTbl C BPOXKAEHHbIM NOPO-
KOM pPa3BUTUSA YENOCTHO-TNLEBOM 061acTn UMEIT rpynny
WHBANMAHOCTU, OBYCMOBMAEHHYIO TPYAHOCTAMM BOCCTaHOB-
NIEHUS HAPYLWEHHbIX }KU3HEHHO BarKHbIX QYHKLUMIA — nuTa-
HWS, AblXaHWUS, peyn. A yiuTbiBasi, YTO Ha A0SO BPOXKAEHHON
paclwenuHbl ryébl U HEGa npuxoautcs 18% Bcex cnyva-
€B BPOXAEHHbIX aHOManuin, npobsemMbl aHaTOMUYECKOM
PEKOHCTPYKLNMK BEPXHEN TYyObl, HOCA U BEPXHEN YEentoCTH
B AETCKOM BO3pacTe MpMBOAAT K MHBANMAHOCTU KaXKAOro
naToro peb6eHka [10-12].

BcemupHas opraHu3dauua 34paBoOXpaHeHus onpeje-
naeT pelweHne npobnembl MHBANMAHOCTM MpPU BPOXKAEH-
HOW pacuienvHe rybbl U HEGA KaK CcTpaTernyeckyto 3agadqy:
B NEpBYIO o4epesb, 3T0 pa3paboTKa CUCTEMbI OLEHKM Kaye-
cTBa KOMMNEKCHONW MeAMKO-NCUX0N0oro-negarormnyeckon
M couuManbHOM peabunuTaumMy NauMeHToB B MEAMULMHCKMX
opraHmsaumax [13].

PACNPOCTPAHEHHOCTb BPOXXAEHHOM

PACLUE/IUHbI I'YEbl U HEBA Y JETEH

B POCCHUM U B MUPE

BporkaeHHas pacuwenvHa ryébl U HEGa y HOBOPOXKAEH-
HbIX — aKTyaNbHas npobnema AN CMCTEM 34PaBOOXPAHEHMS
BCEro Mupa, No3ToMy MpeacTtaBiseT cob0n NPUOPUTETHYIO
3ajadvy no peanu3auuu KOMMIEKCHON peabuanTaunmn Takmx
nauMeHToB. BcemupHas opraHusauusa 34paBoOXpaHeHus
OTMeyYyaeT BbICOKMW YPOBEHb YacTOTbl POXAEHWUSA AeTen
C BPOXAEHHOW pacluennHon rybbl 1 HEGa B Mupe — 0,6—
1,6 cny4aeB Ha 1000 »XuBopoxaeHHbIX. B Poccun nokasa-
Tenb 3aboneBaemMocTu konebnetcs ot 3,5 go 5 Twic. [14, 15],
B Benuko6putaHmum — po 1200 cnyvaeB B rog [16, 17];
B bpasunuMm pacnpocTpaHeHHOCTb MaTonorMu coctaBaset
1 cnyyan Ha Kaxable 673, a B CoeanHeHHbIX LTatax —
1 Ha 500-700 KMBOPOXKAEHHbIX; B UTanun n UpaHe 65%
Bcex gedopmMalmMi YentCTHO-NTMLEBOM 061aCTHU NPUXOAMTCS
Ha BPOXAEHHYIO paclienuHy rybbl n HEGa. Mpuyem pasnu-
4Yns B pacnpocTpaHEeHHOCTM NaToaorMM MoryT HabnaaTbes
[Jake B OAHOMN CTpaHe B 3aBMCMMOCTU OT TEPPUTOPUMU: TaK,
B CLWA, B wraTe Hblo-MopK, 3TOT nokasaTenb coctasnser
0,78, Ha laBanax — po 1,82, B Anabame — o 1,94, Hbio-
Mexnko — o 2,5 Ha 1000 KMBOPOXKAEHHbIX; B [epMaHnn —
1:1200 B MioHcTepe n 1:1000 B Jlemnuure. o gaHHbIM
3apybexHbIX UccnegoBaTenen, BCTPEYaeMOCTb BPOXKAEH-
HOW aHomanun Bo ®PpaHuwmu, B Mapuke, gocturaet 1:942,
B BeHrpun — B cpegHem 1:7000, B Yexocnosakmnn — 1:750,
B Monbuwe, B Jlog3sun,— 1:502 [18]. Mo gaHHbIM perucrpa
EUROCAT, B EBpone B nepuoa ¢ 2011 no 2017 r. pacnpo-
CTPaHEHHOCTb POXKAEHMA AeTen C paclieIMHON rybbl c¢/6e3
pacuiennHbl HEGa coctaBuna 7,83, ¢ pacluennHon HEba —
5,64 Ha 10000 xnBoporkaeHun [19].

Mpo6nemon BPOXKAEHHbLIX MOPOKOB Pa3BUTUSA YENOCT-
HO-NMMUEBOM 06/1acTM 3aHUMAlOTCA TaKXKe uccregoBaTtenu
13 ctpaH CHI. Tak, ydyeHble Pecnybnuku benapycb npeacra-
BWIM JaHHble HALMOHaNbHOIro reHeTUYECKOro MOHUTOPUHIa
3a nocneaHune 10 ner, rae BbIIBAEH POCT YaCcTOTbl POXAEHMS
JleTert ¢ pacliennHon rybol U HEGA CO cpeaHWM TEMMOM

0,025 cnyyaeB Ha 1000 »KMBOPOXKAEHHbLIX B rod. Ha oCHo-
BaHWM pe3ynbTaToB MCCNEeAOBaHUS OTMEYEHbl chegytouime
TeHaeHunn: B benapycu Kaxable 10 neT cnegyet oxuaatb
yBENMYEHME YaCcTOTbl BCTPEHAEMOCTH BPOXKAEHHON paclienu-
Hbl T'y6bl U HEGa B cpeaHem Ha 0,25 cnyyaes Ha 1000 xuBo-
poXaeHHbIXx [20].

AHanu3 npob6semMbl 4acTOTbl POXAEHUS OETeM C aHo-
MalnaMKU YentoCTHO-TMLEBOM 061acTU OBHapPYXUN TaKKe,
410, Hanpumep, B Poccuiickon dengepaumm pervoHanbHble
noKasaTenn 4acToTbl BPOXAEHHOW aHOMasuu KonebnoTcs
ot 1:630 go 1:1280, a B HEKOTOpPbIX pernoHax Pecnybamku
Y36ekuctaH — o7 1:745 po 1:510 [21]. B Pecny6bnuke
TaTapcTtaH cpegHui ypoBeHb pacnpoCTPaHEHHOCTU BPOXAEH-
HOW pacLennHbl ryobl U HEGa cocTaBua 22 Ha 1000 xuBo-
poxaeHun [22], B HyBalickon Pecnybnunke — 1:741 8 2012 T.
[17]; B YamypTcKon Pecnybnuke yactoTa BPOXKAEHHOW pac-
LWenunHbl ryébl U/Mnn HEGa cpear HOBOPOMKAEHHbIX COCTa-
Buna 1,5 Ha 1000 KMBOPOXKAEHHbIX U PacnpoCTPaHEHHOCTb
3y60YENIOCTHBIX aHOMaaun y AeTen C BPOXKAEHHOW pac-
LennHon rybel M HEGa Oblna AocToBepHO Bbille — 71,3%
(B rpynne cpaBHeHnsa 36,6%, p < 0,01) [23, 24]. Kyb6aHcKas
MeXperMoHanbHas MeAMKO-TeHeTUYecKass KOHcynbTaums
npeacraBuna fdaHHble KpacHogapcKoro Kpasi, B KOTOPbIX
yacToTa POoXAEeHUs AeTer C paclenrMHomn rybbl U/ unn HEGa
coctaBuna 1,01 Ha 1000 KMBOPOXKAEHHbIX, MPKU 3TOM ObINO
BbISIBJIEHO TEHAEPHOE pasfiMiune: y Manb4yMKOB MpUMeEp-
HO B 2 pasa npeobnagaeTr pacliennHa rybbl, paclienu-
Ha HEGa 4Yalle BCTpeYaeTcs Y AEBOYEK; TaKkKe MPUMEPHO
B 2 pa3a vallle HabnoaaTcs NEBOCTOPOHHME pacLLeinHbI
[7, 25]. B Kbiprbl3cTaHe poOXOaemMOCTb TaKuUX AEeTen 0co-
6eHHO BbicoKa B HOXHOM pernoHe, B OwcKon obnactm, —
0,52 Ha 1000 »KnBOpPOXKAEHHbIX [26].

®AKTOPbI PUCKA BPOXXAEHHOM PACLLE/IUHbI

rysbl U HEBA

Mo AaHHbIM pasHbiX UccnegoBaHUi, GaKTopbl pUCKa
pPa3BUTKSA NATONOMMK BPOXKAEHHON pacLlennHbl rybbl n HEGa
MMEIT 3HaYnUTeNbHY0 BapnabenbHOCTb. BoigenstoT 4 rpyn-
nbl GaKTOPOB pUCKa: reHeTu4eckne GaKTopbl, OKpyKatoLlas
cpena, o6pa3s KW3HW, OpraHu3aums MeauLMHCKOM NoMOoLLM
[27]. Mpn aTOM U3yYeHMto GaKTOPOB PUCKa MOCBSLEHbI MHO-
rOYMCNEHHbIE UCCNEA0BaHMS, KOTOpbIe AatoT CBOW Knaccudu-
Kaumn. Hanpumep, BbIAENSIOT 9K30reHHble GaKTopbl pUcKa
(Hebnaronosy4yHble MaTepuanbHble, colmalnbHble, 6bITOBbIE
YyCNOBMS); MeAUKO-6Mosiornyeckme daKkTtopbl (aHTPOMOreH-
HOe BO3JencTBue cpefdbl 06UTaHUSA, NpPoPeccUoHabHble
BPEAHOCTU Yy poauTenen, KceHobuanbHasa Harpyska); meau-
KO-OpraHmn3daumnoHHble ¢aKtopbl. K aHAOreHHbIM daKTopam
OTHOCHIT BpeAHble MPMBbLIYKKU, HapyLLEeHWe PenpoayKTUBHOM
PYHKUNK, BeHepuyeckne 3aboneBaHUusl, pes3yc-KOHOINKT,
reHeTMyeckme @aKktopbl, coMatMyeckme U MHPEKLMOHHbIE
6one3Hn y poautenen pebeHka. HekoTopble poccUMCKUe
nccnepoBaTenu Takke oTMevatoT BO3AeNCTBME MecTa MNpo-
UBAHUS Ha YBENMYEHWE YUCNa POXKAEHWUS OeTen C BPOXK-
[IEHHON pacLLenrMHOn rybbl U HEGA: B YAaCTHOCTU, B CEMbSIX,
NPOXMBAKLWMX B MPOMbILWIEHHO-PA3BUTbIX parnoHax Poccun,
3a nocnegHuve 15 net oTMeyYaeTcs POCT YacToTbl POXKAEHMUS
[eTen ¢ gaHHou natonoruen [28, 29]. UHTepecHbl pesysib-
TaTbl MUccnefoBaHWs, MPOBEAEHHOro B KpacHoAapcKom
Kpae, no rpynne ¢aKTopoB pUCKa OKpyXatlowen cpeabl.
O6Hapy»KeHO, 4YTO cCpefHsa 4YacToTa CcllydaeB BPOXKAEHHOM
pacuiennHbl ryébl U HEGa CTAaTUCTUYECKM AOCTOBEPHO CBS-
3aHa C POCTOM CTEMEHM 3KOMOMMYECKOro Hebnarononyyuns
TEpPPUTOPUM — YPOBHEM 3arpsi3HeHns atMochepHOro BO3-
[yxa, CTOYHbIX BOA M MOYB: CPEAHAs 4acToTa BPOXKAEHHbIX
aHoManui pa3BuUTUS B Takux ycnoBusx Ha 20% npeBbilaet
ypoBeHb 3a60/1eBaeMOCTN B HaMMeHee 3arpsa3HeHHbIX pan-
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OHax [7]. MHOroy1cneHHble MccnegoBaHuMs NOATBEPXKAAOT
3HAYUMOCTb FPYNMbl FEHETUYECKUX PAKTOPOB PUCKA, TaKMX,
HanpuMmep, Kak Hanuyme BPOXKAEHHbIX MOPOKOB Pa3BUTUSA
Yy POLACTBEHHMKOB, BO3pacT poauTeNnen K MOMEHTY 3a4aTus,
NOpsiAKOBbIN HOMep 6epeMEeHHOCTU, POAOB, KONIMYECTBO
[eTen B cemMbe, Ce30H 3a4vatusa [21, 28], n rpynnbl «06pas
YU3HU», @ UMEHHO NpodeCCUOHaNbHbIE BPEAHOCTHU (Hamnpu-
Mep, paboTa B KOHTaKTe C AeTepreHTaMu M nectuumaamu,
KOHT@KT C XMMWKaTaMu), BpeaHble MPUBbLIYKKM pPOAUTENEWN
(anKoronmam, KypeHue, HapKOMaHWs, MPUEM HEKOTOPbIX
fleKapcTB, Hanpumep MPOTUMBOCYAOPOXKHbIX MpenapaToB
MW HapKOTMKOB), M3OGLITOK MAM HEOOCTaTOK BUTaMWHa A
1 GOIMEBON KMCNOTbI (KaK B COCTaBE My/IlTUBUTAMUHOB, TaK
n B auete) [16, 28].

0630p nccnegoBaHui, NnpoBeaeHHbIX B KOxXHOM AdpuKe,
NPOAEMOHCTPUPOBAN BKNaA B POXAEHWe AeTen C MOopoKa-
MW pPa3BUTUS YENOCTHO-TULEBON 06/acTh, KpoMme rpynnbl
reHeTMyecknx GaKTopoB, TaKKe (GaKToOpOB pUCKa rpynnbl
«0Bpas KU3HU» — KypeHne Mmatepu, NoTpebreHne ankorons
MaTtepblo, Aeduunt donrveBon Kucnotbl [29]. Kak oTeve-
CTBEHHbIE, TaK W 3apy6exHble uccnefoBaTenn OTBOASAT rpyn-
ne ¢aKTopoB pUCKa «0bOpa3 KWU3HW» Bedyllylo pofb: TaK,
pesynbTataMu uccnefoBaHnsa MUYMraHCKOro yHMBepcuTteTa
NOATBEPKAEHO, HTO KypsLLMe BO Bpems 6epeMEHHOCTH KeEH-
WKHbI Ha 50—70% Yalle, 4eM HeKypsLwmre, poxKatoT pebeHKa
C BPOX/EHHOM pacLlenMHon rybbl n HEGa [7].

MccnegoBaHnin no rpynne ¢GaKTopoB puUCKa «OpraHu3a-
LUMS MEAMLMHCKOWM MOMOLLM» MPU OKa3aHUM MeAULMHCKOM
NMOMOLLM [ETAM C BPOXAEHHOW pacllenvMHon rybbl U HEGa
M MUX CEMbSAM MPAKTUYECKU He BCTpeyaeTcs. B eanHMYHbIX
uccneaoBaHusx obpallaetcs BHUMaHWE Ha HecoBepLUEH-
HYIO OpraHuM3aunio oKasaHus MeAUUMHCKON MOMOLLM TaKUM
nauneHTaMm. Hanpumep, B UccnegoBaHUsaX oTMeYaeTcs, YTo
OTCYTCTBME €[MHOWM CUCTEMbI PEerucTpaumu, HegocTatovHas
MHGOPMUPOBAHHOCTb Bpayen n poautenen obycnoBnmsatoT
HECBOEBPEMEHHOE OKa3aHue cneuuanmM3anpoBaHHOM NOMO-
M AETAM C BPOXAEHHOW pacluennHon rybbl u HEGa [17].
Mpo6nema KOMMIEKCHOrO NoAxoAa K OpraHmM3auuu crneuu-
anM3MpoBaHHOW MEeAULIMHCKOM NOMOLWM M peabunutauuu
[leTel ¢ BPOX/AEHHOW pacLLennMHomn rybbl U HEGa NpoaosIKaeT
ocTaBaTbCsl HEAOCTATOYHO pa3paboTaHHOM [22].
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3AKJ/IIOMEHUE

BpoxaeHHble MOPOKM pa3BUTUS YENOCTHO-TULLEBOM
06/1aCTM UMEIOT BbICOKWMIA YPOBEHb PacnpoCTpaHEeHHOCTH
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B cTaTbe rpescTaBaeHo onucaHmne reHeTUYECKUX GaKkTopoB, acCoLMUPOBaHHbIX C X04b60W Ha HOCKax y AeTei. OnucaHa acco-
ymaumsi naTonorn4ecKom noxoaxku ¢ BapmaHtamu reHos PMP22 (peripheral myelin protein 22), EGR2 (early growth response
protein 2), AIFM1 (apoptosis inducing factor mitochondria associated 1), MORC2 (member of the Microrchidia family
CW-type zinc finger 2), DHTKD1 (dehydrogenase E1 and transketolase domain containing 1), GDAP1 (ganglioside induced
differentiation associated protein 1), KIF1B (kinesin family member 1B), FGD4 (FYVE, RhoGEF and PH domain containing 4),
SBF2 (SET binding factor 2), SH3TC2 (SH3 domain and tetratricopeptide repeats 2), NAGLU (N-acetyl-alpha-glucosaminidase),
NEFL (neurofilament light) u PRX (periaxin). [eHeTU4eCKoe TecTMpoBaHWe NaLlMUeHTOB C X04b60NA Ha HOCKax B AOMOJIHEHUE
K KIMHUYEeCKOMY 06C/1e40BaHMI0 HEOOX0AMMO A5 6071€ee TOYHOM AUarHOCTUKU MaTosIormu.

Knro4deBble cnoBa: nanonatmdyeckas xogbba Ha HOCKax, HapyLlleHne rnoxo4KH, pes cavus, Hacae4CTBEHHOCTb, reHbl

(Ana unTupoBaHus: MNomapwuHo ., TpeH A., Mopuro C., TpeH k. P, EmenunHa A.A. TeHeTuyeckue haKTopbl, acco-
LMMpOBaHHble C X0AbOOM Ha HOCKax Yy aeten. Bonpocbkl coBpemeHHou neguatpuu. 2020; 19 (2): 146-149. doi:

10.15690/vsp.v19i2.2108)

BBEAEHUE

TepMuH «xoab6Ga Ha HOCKax» OMUCbIBAET aHoMaluio
MOXOAKM, NPY KOTOPOM MauMEHTbI XOAAT, ONMpasich Ha nepes-
HIOIO YacTb CTOMbl, HE HacTynas Ha Bcto nogowsy [1].
O6bI4YHO cneunanncTbl BeayT MOUCK HEBPOIOrMYECKUX MK
OpTONEeAMYECKUX MPUYMH HapyLIEeHUsS MOXOAKM, OAHaKO
HepeaKo OH OKa3blBaeTcs 6e3pesynbraTHbiM. Ecnn meau-
LMHCKME NPUYUHBI aHOMaNbHOM MOXOAKM Yy AeTel B BO3-
pacTte oo 2 net [2, 3], a N0 HEKOTOPbLIM AaHHbIM — A0 3 NeT
[4—6], He OGHapyXuBatloTCs, U OHW MPOAOSIKAKT XOAUTb
Ha HocKax 6onee 50% BpeMeHH, ycTaHaBMBaeTCA auar-
HO3 MAMONATUYECKOW WM MPUBbLIYHOM XOAbObI Ha HOCKaX.
Taknm 06pa3oMm, ngrmonaTmyeckas xogbba Ha HOCKax ABAs-
€TCS AMarHo30M UCKIOYEHUS U CTaBUTCS TOIbKO B TOM CAy-
Yyae, ecnv BCe aNnbTepHaTUBHbIE NPUYUHBI NATONOrMYECKOWM
NOXOAKWN HEe HaxoAasAT NoATBepPKAeHuUs [7].

o pa3HbIM AaHHbIM, X0Ab6a Ha HOCKax 0GHapyXv1BaeTcs
y 2—-5% peten [8, 9]. B Poccumn KpynHble anuaeMmnosnorunye-

CKue uccnefoBaHus no JaHHOW nNpobieme He NPOBOAUIUCH.
MaTonornyeckmm xapakrep COCTOAHUSA OBYC/IOBNIEH TEM, YTO
OHO MOXET CTaTb MPUYUHOW Pa3BUTUS BTOPUYHOM MIOCKOM
cTonbl (pes planovalgus), HeanddepeHUMpoBaHHON 6oNx
B HOrax, XxpoMOTbl U YCTanoCT B NOAPOCTKOBOM M B3POC/IOM
Bo3pacTe [10-12]. TakKe BEPOSATHO JanbHewnlee pa3BuTme
NaTos0rMYecKnx BapuaHToB MOXOAKM C BO3MOXHbIMU TpaB-
MaMu B pes3y/bTaTe CroTblKaHWa U najgexuns [12].

3TUOJIOrnA XoAbbbl HA HOCKAX

3TMoNOrMsA Xo04b0bl HA8 HOCKax — MO-NPEXHEMY AUCKYC-
CMOHHbIV Bonpoc. B 1967 r. J. Hall u coaBT. coobuimnu o AByx
CeMbsIX, B KOTOPbIX 6b110 2 1 60onee pebeHKa, CTpaatowmnx
x04b60M Ha HocKax [13]. B 1973 r. M. Levin onucan cembio
13 5 YenoBeK, BCE Y/IEHbI KOTOPOW XOAWMIN Ha HOCKax [14].
B 1984 r. M. Katz u S. Mubarak onyénnkoBanu cBefeHus
0 7 nauMeHTax C OTHArOWLEHHbIM CEMENHbIM aHaMHE30M
no xofbbe Ha HOCKax, rae BbICKa3biBanoCb NPeAnonoxe-
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Genetic Factors Associated with Toe Walking in Childrent

The article describes genetic factors associated with toe walking in children. Association of gait abnormality with variants in genes
listed below is shown: PMP22 (peripheral myelin protein 22), EGR2 (early growth response protein 2), AIFM1 (apoptosis inducing
factor mitochondria associated 1), MORC2 (member of the Microrchidia family CW-type zinc finger 2), DHTKD1 (dehydrogenase E1 and
transketolase domain containing 1), GDAP1 (ganglioside induced differentiation associated protein 1), KIF1B (kinesin family member 1B),
FGD4 (FYVE, RhoGEF and PH domain containing 4), SBF2 (SET binding factor 2), SH3TC2 (SH3 domain and tetratricopeptide repeats 2),
NAGLU (N-acetyl-alpha-glucosaminidase), NEFL (neurofilament light) u PRX (periaxin). Genetic testing of patients with toe walking is
crucial for accurate diagnostics of this pathology as well as clinical examination.

Key words: idiopathic toe walking, gait abnormality, pes cavus, inheritance, genes

(For citation: Pomarino David, Thren Anneke, Morigeau Stefaine, Thren Johanna R., Emelina Anna A. Genetic Factors Associated with Toe
Walking in Children. Voprosy sovremennoi pediatrii — Current Pediatrics. 2020; 19 (2): 146-149. doi: 10.15690/vsp.v19i2.2108)

1
1

YacTb aTOM cTaTby 6Gblna ony6MKOBaHa paHee Ha aHIIMMMCKOM A3blKe [1].
Part of this article has been published in English before [1].



HWE ayTOCOMHO-AOMWHAHTHOIO TUMNa HacneaoBaHUA ¢ Bapu-
abenbHOM aKcnpeccuen npruaHaka [15]. Mo gaHHbIM pa3nuny-
HbIX @aBTOPOB, BK/1a4 HacNeACTBEHHbIX GaKTOPOB B pasBUTUE
X04bObl Ha HOCKax BapbupyeT B agnanas3oHe oT 30 go 71%
[16-18]. OgHaKo, BO BCEX OMUCbIBAaeMbIX UCCNedoBaHUAX
BbIGOPKM NALMEHTOB Obl/I MANOYUCNEHHbBIMM.

[ONns yTOYHEeHMs 3TMONOrMKM XOoAbObl Ha HOCKax MOMKET
OblTb MCMNOb30BAH METOJ, CEKBEHMPOBAHMA 3K30Ma, KOTO-
pbit NO3BONSET ONpPeAensiTb HYKNEOoTUAHYIO NocneaoBaTesb-
HOoCTb 1-2% reHoma 4enoBeKa, cogepxallen okono 85%
BCEX FEHETUYECKUX BapUaHTOB, aCCOLIMMPOBAHHbIX C Pa3BHu-
TMem 6onesHen [19, 20]. CekBeHUpOBaHME 3K30Ma BecbMa
NosIe3HO AN19 BbISIBAEHUS NPUYUH HecneuudrUYecKx CUMMNTO-
MOB Jae Npu NpeawecTBYOWUX MHOrONETHUX 6e3ycnell-
HbIX MOMbITKAX NOCTaBWUTb AMArHO3 NauMeHTy Ha OCHOBaHWUK
KNMHUYECKMX AaHHbIX [21]. Kpome Toro, cekBeHupoBaHue

3K30Ma Mo3BONSET OOHapyKuWBaTb BMNepBble BO3HUKLIKE
U3MEHEHUs HYKNeoTUAHON nocneaoBaTelbHOCTU reHoB, Tak
Ha3blBaeMble MyTauumn de novo [21]. OgHako, Ha ceroa-
HALWHWIA AEeHb METO/ CEKBEHUPOBAHUA 3K30Ma Y NaLMEHTOB
€ X0Ab60M Ha HOCKax eLle He Halen WKUPOKOro NMPUMEHEHHS.
Ham oH npeacTtaBnsieTcs BeCbMa NepcrneKTMBHbIM, MOCKOSb-
Ky MO3BOJIUT NPOBOAWTL AnbdEPEHLMANbHYIO AMArHOCTUKY
CUHAPOMa MAMONATUYECKON X0AbObl HA HOCKAax W BbIABAATb
reHeTM4eckne aHoManmm U UCTUHHbIE NMPUYKUHBI Npeanonara-
€MOM NaToiorMmn Ha paHHMUX CTaamax 3aboneBaHuns.

FEHOTUN-®EHOTUNMUYECKMUE ACCOLIMALIUHA

Y NALMEHTOB C XOAbBEOW HA HOCKAX

B pesynbrate MoMCKa MCTOYHUKOB NiMTepatypbl? ycTa-
HOBJIEHO (34€eCb M Aanee nogpobHee cm. Tab.), 4To y AeTen
C X0Ob60OM Ha HOCKax MO AaHHbIM MOJIHO3K30OMHOIO CeK-

Ta6nuua. leHoTUN-GEeHOTUNMYECKME accoLMaLMK y NaLMeHTOB ¢ X04b60M Ha HOCKax

Table. Genotype-phenotype correlations in patients with toe walking

leHbl BapuaHTbl

®deHOTUNUYECKHE NMPU3HAKU

AIFM1 (apoptosis inducing factor

mitochondria associated 1) C.727G—T Val243Leu

HapylieHne noxoaKu, pasBuTUe pes cavus, 3aJeprKa
1 HapylleHne peyeBoro pasBuTus [22-25]

Arg359Trp
¢.1226G—A (p.R409Q)
¢.1160C—A Thr387Asn

EGR2 (early growth response protein)

MnoTpoduma MycKynaTypbl HUXHUX KOHEYHOCTEN,
HapyLlleHne NOXOAKM, Pa3BUTUE PES cavus, 3afepIKKa
1 HapylleHne peyeBoro pa3BuTus, ytpata pedieKcos
Ha HUXHUX KOHEYHOCTSX [22-24, 26, 27]

C—G Ala67Pro
C—G Ser79Cys
T—G Leul47Arg
IVS3+1, splice site

PMP22 (peripheral myelin protein 22) T—C Leul6Pro

MnoTpodua AUCTanbHOM MYyCKyNaTypbl HUXHUX
KOHe4YHocTew, AedbopMaLus CTOM, HapyLEeHWe NMOXOAKMH,
pa3BUTUE pes cavus, 3afiepXKa 1 HapyLleHne pe4yeBoro

G—T Gly107Val pasBuTua [22-24, 28]
G—C Gly93Arg
C—TThr118Met
MORC2 (member of the Microrchidia p.S87L
family CW-type zinc finger 2) p.R252W CBucaHue cTonbl, HapylweHne noxoaku [22, 23, 29]

DHTKD1 (dehydrogenase E1 and

transketolase domain containing 1) ¢.1455T—G (p.Tyr485)

HapylueH1e MOTOPHOro pa3BWUTUS, CBMCAHWE CTOMbI,
HapylieHne noxoaku [22, 24, 30]

GDAP1 (ganglioside induced
differentiation associated protein 1)

¢.445 G—T (p.D149Y)
¢.C625 C—G (p.Q218E)
p.R120W

NAGLU (N-acetyl-alpha-glucosaminidase) | p.l1403T CBucaHue cTonbl, HapyLleHne Noxoaku [22, 23]
p.R954X ’
p.E657K
p.R1109 HapyweHve MoTopHOro pa3sutus, gedopmaLus cTon,
SH3TC2 (SH3 domain and p.R954 HapyLlleHWe NOXOAKH, 3afepXKKa peyn B CEMENHOM
tetratricopeptide repeats 2) p.Q892 aHamHe3e, MOPOK Pa3BUTMA MO3BOHOYHMKA U MbllLEYHas
¢.805+2T7—C cna6ocTb [22, 23, 30]
p.KO3K
p.F491Lfs*32
Ser194stop hmz

HapylueHne MOTOpHOro pa3BuTus, aedopmMalius cTonm,
HapylleHne MNOXOJKH, MbilleyHas cnabocTb, OTCYTCTBUE
pedneKkcoB v ckenetHble gedopmauunn [22-24,31, 32]

FGD4 (FYVE, RhoGEF and PH domain 1192-48_1233del

containing 4)

1304_1305delinsAA (Arg435GIn)
p.Arg442His PMID 22734899

HapywweHue moTopHOro pa3sutus, gedopmalius cTon,
HapyLleH1e NoxXoaKu, pes calvus [22, 33]

GIn513Stop hmz

HapyweHve MoTopHOro pa3sutus, gedopmauus cron,

SBF2 (SET binding factor 2)

Tyr1594Stop
Leu1316PhefsX9 +Arg1433Ser

HapylweHWe NoXoAKH1, MblleyHas cnabocTb, OTCYTCTBUE
pedneKkcoB u ckenetHble gedopmauun [22, 34]

NEFL (neurofilament light)

€.628G—T (p.E210X)

HapyweHre MOTOpHOro pa3BuTus, obLias rMnoToOHUS
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MbILLILL, CBUCaAHWE CTOMbI, HapylWeHWe NoxoaKu [22, 35, 36]

HapyweHre MOTOpHOro pas3BuTUs, obLlias rmMnoToHUs
MblLLILL, CBUCAHWE CTOMbI, HAPYLEHUE NMOXOAKHK, OTCYTCTBUE
pedneKcoB v ckenetHble gedopmauun [22, 23, 30]

PRX (periaxin) €.3208-C—T (p.R1070X)

Mouck npoBogunca no 6asam Hay4HoW anekTpoHHow 6u6nuotekn eLIBRARY.RU (https://www.elibrary.ru/) n PubMed (https://www.
nchi.nim.nih.gov/pubmed/), Google Scholar (https://scholar.google.com/) ¢ UCNONb30BaHUEM CNeayloLWmMX KIYeBbIX CNOB: «XxoAabba
Ha HOCKax», «uanonaTuyeckas xoabba Ha HOCKax», «NPUBbIYHas xoabba Ha HocKax», «toe walking», «idiopathic toe walking», <habitual toe
walking». Mepuoa noncka: ¢ 1980 r. no HacTosee BpeMs.



Exchange of Experience

OGMeH onbITOM

BEHWPOBaHWS OGHapyXuBanu nameHeHus B reHax AIFM1
(apoptosis inducing factor mitochondria associated 1), EGR2
(early growth response protein 2) 1 PMP22 (peripheral myelin
protein 22). B yacTHOCTM, ONMcaHa accouuauusa rmnoTpo-
dun MycKynaTypbl U NATONOrMYECKOM NMOXOAKMU C BapuaHTaMu
reHoB PMP22 n EGR2 [22], pedopmaumn cTon U cnabocTu
MbILIL, AUCTaNnbHbIX OTAEN0B KOHEeYHOCTEN — ¢ reHoMm PMP22
[28], no3agHue (C 6—9 neT) HapyLLeHMs NOXOAKN — C UBMEHE-
HUAMUK B reHax PMP22, EGR2 v AIFM1 [23].

Ony6anKoBaHbl AaHHble O NalMeHTax C PeaKUMKU Bapu-
aHTaMKW 3TUX TEeHOB, Yy KOTOPbIX Habflaanocb pasBuTHE
Nnosion CToMbl (pes cavus), ABYCTOPOHHEN aHOManuu CTomMbI
M HapylweHun noxodku [25, 26, 36]. M. Luigetti n coaBT.
Habnhanu y ogHoro U3 nauueHToB JIErKMM TpemMop, acco-
LMMPOBAHHbLIN C pes cavus W ABYCTOPOHHUM CBMUCaHU-
em cTonbl. Y nauueHTa 6blna guvarHoctupoBaHa 60/1€3Hb
LLlapko—Mapu—-TyTa — reHeTnyecKass HeBponaTus, Bbl3bl-
BaeMas reHeTn4yeckumun gedekramu [36]. YTpata axuinoBbix
pedneKkcoB Ha paHHMX CTaausax NaTtonorMuM W OTCyTCTBUE
KOJIEHHbIX pedneKcoB, pedneKkcoB ¢ buuenca u Tpuuenca
npyv NporpeccMpoBaHnn 3aboneBaHUs TaKKe MOryT 6blTb
CBSiI3aHbl C UBMEHEHWEM HYKNEOTUAHOWM MocneaoBaTenbHO-
cT reHa EGR2 [27]. Y. Parman v coaBT. onucanu nauMeHToB
C pes cavus, CKeNneTHbiMn aedopMaumsiMu U MbllLEYHOM
cnabocTbio, Y KOTOPbIX Oblal AMArHOCTUPOBaAH AedEKT reHa
EGR2 [24]. ). Baets n coaBT. cBA3bIBAOT NaTo/ioOrMyeckme
BapuaHTbl reHoB NEFL (neurofilament light) n PRX (periaxin)
c obuwen runoToHMerm Kak CUMMMATOMOM HacneaCcTBEHHOWM
HeBponatuu [22]. T. Loennqvist n H. Pihko onncanu nauunex-
Ta C HacneacTBEHHOM HeBponaTMen, y KoToporo Habntganum
rMNepTpodumio MKPOHOXKHbIX MblwwL, [30]. S. Yum 1 coaBT. Tak-
e BblABMAM MyTauuio reHa NEFL npu nccnegoBaHum ceMbm
M3 ABYX MOKOMEHUM M3 [lanectuHbl, y KOTOPbIX GONE3Hb
Llapko—Mapu—Tyta 3atparvBana 4 n3 5 getenm KpPOBHbIX
poauTenen (ABolOPOAHbIX 6paTa n cectpbl). Y Bcex 4 geten
B MNlaleHYeCTBE M paHHEM [eTcTBe Habnwoganucb xoabba
Ha HOCKax, TMNOTOHWS, YMEPEHHas 3adepxKa MOTOPHOro
pa3BUTUS, MeASIEHHO nporpeccupylowas atpodua U cna-
60CTb B AMCTalbHbIX MbIlILAX CTOM WU KUCTEN PYK, a TaKxe
[OBYCTOPOHHUM pes cavus [35].

P. Sancho n coaBT. coobuiatoT 0 31 ceMencTse, y KoTo-
pbIX NPUYMHON pa3BuTKa 6one3Hun Llapko—Mapu—Tyta 6b1n
MyTaumn B reHe MORC2 (member of the Microrchidia family
CW-type zinc finger 2) [29].

J. Baets 1 coaBT. ¢ gepopmaunsamm CTorn, BO3HUKAIOLLM-
MU B paHHEM AETCTBE, CBA3bIBAIOT NAaTO/0rMYeCcK1e BapmnaH-
Tbl reHoB FGD4 (FYVE, RhoGEF and PH domain containing 4),
PRX, SBF2 (SET binding factor 2), SH3TC2 (SH3 domain and
tetratricopeptide repeats 2) u GDAP1 (ganglioside induced
differentiation associated protein 1) [22].

B apyrom uccnegoBaHuuM onucaH BapuaHT reHa GDAP1
Yy KEHWMHbl U ee BOCbMWIETHErO MAEMAHHWKA, acCoLu-
MPOBAHHbIN C HapylweHWEM MOXOAKM y TETU U 3adepPr KoM
B 06y4eHun xoabbe y manbumKa [31]. Cpean apyrmx cMmMnTo-
MOB HapylleHWa MOXOAKMU B paHHEM AETCTBE, B AnTepatype
onucaHbl 6unatepanbHOe CBWCaHWE CTOMbl M pes cavus
Nerkom cTeneHu, CBA3aHHble C NaTo/0rMYECKUM BapnaHToOM
reHa FGD4 [33], a TakXe aHOMa M1 NoxXoaKkn n gedopmarmm
CTOM, accouumMpoBaHHble ¢ BapuaHToM reHa SBF2 [34].

T. Bird o6HapyXunn wn3mMeHeHus B reHax GDAP1,
SH3TC2, DHTKD1 (dehydrogenase E1 and transketolase
domain containing 1), MORC2, NAGLU (N-acetyl-alpha-
glucosaminidase), NEFL, PRX n SBF2, accounMMpoBaHHble
C TakKMMM CUMMNTOMaMM, KaK CBMCaHWE CTOMbl M HapyLlle-
HWe MOXOAKM, HabMAaBWMMUCS cpady Y HECKObKKUX Yne-
HOB cembM [23]. Kpome TOro, B nutepatype onucbiBaloTCH
MbilleYyHas cnabocTb, OTCYTCTBME PedSIEKCOB U CKENETHbIE

nedbopmauum, ceB3aHHble C UBMeHeHNsaIMK B reHax GDAP1,
PRX v SBF2 [2T7].

M. Luigetti n coaBT., onucbiBas KIMHUYECKYIO KapTUHY
npyv natosiorM4eckoMm BapuaHTe reHa NEFL, ynomuHaioT
TaKMe CUMMTOMbI, Kak GunatepanbHoe CBUCaHWe CTOnMbl,
MeNEeHHO pa3BMBalOLWMNCS peS cavus, MbllleyHas cnabocTb
N CHUXXEHME MbllleYvHbix pedneKkcos [36].

R. Sivera n coaBT. onucanu nauneHTa ¢ HacneacTBEHHOM
HeBponaTUen ¢ XxapaKTepHOM XoAbO0OM Ha HOCKax U OrpaHu-
YEeHUAMW NOABUIKHOCTU NO3BOHOYHMKA. Y 60/IbHOro 06Hapy-
YXEeH naTofiorMyeckum BapuaHT reHa GDAP1 [32].

BbllwenpuBeaeHHbI aHannad reHoTun-GeHoTUNMUYECKUX
accoumaunn y geten ¢ xoabbon Ha HOCKax MOKa3blBaeT,
4YTO FeHeTMYeCcKoe TeCTUPOBaHME MaLMEHTOB C XO4bOOWM
Ha HOCKax MOXeT cnocobcTBoBaTb 60/iee TOYHOW Auna-
FHOCTMKE NaToNOrMK U, COOTBETCTBEHHO, 60siee GbICTPOMY
Havany TepanuMn. OCO6EHHO 3HAYMMO 3TO B CBSA3M C TeEM,
4YTO eAMHbIA ONTUMAaNbHbIN AaNropPUTM NIeYEeHUs NaLMEeHTOB
C xoab6b0M Ha HOCKax [0 cux Nop He BbipaboTaH [8]. BmecTte
C TeM crneayeT OTMETUTb, YTO B HacTosllee BPEMS HEBO3-
MOXHO OAHO3HAYHO YTBEPXKAATb, YTO 3HAHWE 3TMONOrMM
X0AbObl Ha HOCKax MOBAMSIET Ha MCXOAbl 3TOr0 COCTOS-
HUS NO MPUYMHE HefocCTaTKa AaHHbIX 0 PYHKLMOHANbHbIX
pesynbraTtax nedveHus [37]. B page o6cepBaLMOHHbIX Ucchne-
OOBaHWM C y4yacTMeM JeTen C uauMonaTU4YecKon Xoaboow
Ha HOCKax NMoKa3aHa BO3MOXHOCTb CMOHTAHHOro paspelle-
HUa npo6nembl [38], B Apyrnx oTMevaeTcs, 4To OTCyTCTBME
paHHEero BMellaTeNnbCTBa NPUBOAWUT K MPOrpeccupyoLen
notepe popcudnekcumn [17]. COOTBETCTBEHHO, reHeTuye-
CKOEe TecTMpoBaHWe aKTyalbHO, B 4aCTHOCTW, ANA OeTen
C npeanonaraeMon MAMONaTUYECKOM XOAbOOW Ha HOCKaXx,
B OTHOLIEHUM KOTOPbIX KAMHMYECKOro o6cnefoBaHMa Ans
nonHoueHHon anddepeHumanbHON AMAarHOCTUKKM HedocTa-
To4yHO. [poBeAeHne reHEeTUHEeCKOro TecTa MOXET MOMOYb
CBOEBPEMEHHO BbIBUTb WMCTUHHYIO MPUYMHY HapylweHun
MOXOAKM M MPUCTYNUTb K SIEYEHMIO, HE TEPSSA AParoLeHHoro
BPEMEHU B HaJeX/4e Ha caMon3feyeHune.

3AK/TIIOYEHUE

Bce uvalle BbiCKa3dbiBaloTCs NPEAnoONOXeHUs O BO3-
MOXHOM TeHEeTUYEeCKU OBYCNOBJIEHHOM XapaKTepe XoabObl
Ha HOCKax y aeten. Taknm naunmeHTam MOXKET ObITb PEKOMEH-
[JOBAHO reHEeTMYecKoe TeCcTMpOBaHWE, KOTOPOE MO3BOUT
YCTaHOBUTb Mpupoay XoAabbbl Ha HOCKax M 06ecneynt BO3-
MOHOCTb BblpabOTKM 060CHOBAHHOW CTpaTErnmn Ne4eHums.
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Jlokann3oBaHHas CKIEPOAEPMUS €CTb KIIMHUYECKUI BapUaHT IOBEHU/IbLHON CKIEPOAEPMUN — TPETLEIO M0 YacToTe peB-
maTnyecKoro 3abosieBaHns AETCKOro Bo3pacTta. B cratbe 0606LeHbl 3HaHUS1 0 KaacCupuKaumm, AnarHocTmke u augpoe-
PEeHLUManbHON AMarHOCTUKE IOBEHW/IbHON JI0OKaIM30BaHHON cKaepoaepmun. OCBELLEHbI NOCAEAHNE MEXAYHaPOAHbIE PEKO-
MeHAauuu 1o J10Kaau30BaHHOM cKaepodepMun y aeten — EBPONENCKMit KOHCEHCYC AETCKMX PEBMAaTOJIOroB, HEMeELKUe
U AMNOHCKUE HalMOHallbHble pEKOMeHAaLnu.

KnioyeBble cnoBa: 10BEHW/IbHAS JI0Ka/IM30BaHHas CKIepoAepPMUsl, MOPQES, MHENHAs CKIepoaepMus, ryboKas CKie-
poaepMus, MaHCKIEPOTUHECKAs CKIEPOAEPMUS, pacrpoCcTpaHeEHHas CKaepodepMus, AETCKas PeBMaTtosorus, AeTcKas
Aepmartosiorus
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AKTYAJ/IbHOCTb

HOBeHUNbHas cKiepoaepMus BKIIIOYaET B ce65 CUCTEM-
HYIlO M NOKanW30BaHHYl0 GOpPMbl U ABNSETCH TPETbUM
MO 4YacToTe XPOHWYECKUM pEBMaTUHECKUM 3abosieBaHu-
eM B nefuaTpuyeckor nonynsauuu nocne BEHUIbHOro
nauMonaTMyecKkoro apTputa U CUCTEMHOM KpacHOW BOJ-
YaHKkK [1-3]. KOBeHuNbHasa NOKanu3oBaHHas CKIepoaep-
MU — rpynna 3a6ofeBaHuit, NPOSIBAEHUS KOTOPbIX, KaK
npaBwio, OrpaHUYNBaIOTCH MOPaXKEHUEM KOXM, MOLAKOXK-
HOM KNeTYaTKW, PeAKO — KOCTHbIX CTPYKTYp, Mpeumylie-
CTBEHHO 6€e3 OpraHHOro BoBfie4yeHus [4].

Kak npaBuno, 1oBeHUNbHas I0Kain3oBaHHas CKIepo-
LepMuUsa ANUTENbHOE BPEMSA OCTaeTcs Hepacrno3HaHHOM:
OT MEPBLIX NPOABNEHUI 3a607eBaHNUA 40 NOCTAHOBKU Auar-
HO3a npoxoauT B cpeaHem 11-13 mec, a B 20% cny-
yaeB — 6onee 2 net [3, 5, 6]. B 70% cny4aeB npwu nep-

Rinat K. Raupov, Artur I. Imelbaev, Mikhail M. Kostik

BMYHOM OOpallEHNN BbICTaBASETCA OLWMOOYHbIN AMarHo3s,
B 44% cny4yaeB — aTonuyeckun gepmatut [4]. B coBoKyn-
HOCTM C TEM, 4TO 3a60s1eBaHNE HOCUT MEANEHHO MPOrpeccu-
pYIOLWKUI XapaKTep, 3TU GaKTopbl MOTYT MPMUBECTU K 3HAYU-
TEeNbHOM 3a[eprKKe B MOCTAaHOBKE AMarHosa, 4to, BeposiTHO,
BAMSIET Ha mucxoa 3aboneBaHus [7]. OKHO TepaneBTUYECKMX
BO3MOHOCTEN, B TEYEHME KOTOPOro NpeanpuHATbie Mepbl
NPUBOAAT K Hauny4leMmy pesynbraTy, MOXKET 6blTb yMyLLEHO,
Korfa cTeneHb BOCMafeHUsl YMEHbLUaeTCs, U NOSBASOTCS
HeobpaTUMble MPU3HAKKM MOBPEXAEHUS KOXUK (aTpodua
KOXM M NOAKOXHO-KMPOBOW KNETHATKM, AUCTIMTMEHTALMS).
BapuaHTbl nevyeHns (MecTHoe, CUCTEMHOE, ynbTpadUuoneTo-
Bas Tepanus) 4oaroe Bpems He 6bin CTaHAapPTU3UPOBaHbI
B MMpE, U OCTaloTCA He CTaHAapPTU3MPOBaHHbIMKU B Poccuu,
W, KaK NpaBu/o, OTIMYAIOTCS B MPaKTUKE AETCKMUX JepmaTo-
JIOroB 1 peBmMartonoros [6, 8].
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OCHOBHbIMW Npo6neMamMu [OWarHOCTUKM U JleyeHud
IOBEHWU/IbBHOW JIOKaNM30BaHHOW cKiepoaepMun B Poccun,
MO HalWeMy MHEHWUIO, ABASIOTCS:
® OTCYTCTBME K/IMHMYECKMX PEKOMEHZaLMi M NPOTOKO0B

NleyeHns ans aeten: nocnegHue POCCUUCKME KIMHU4Ye-

CKMe peKoMeHAaL MK Mo IOKANTM30BaHHOM CKNepoaepMum

fatnpoBaHbl 2016 . n B 60/bLWIMHCTBE CBOEM OCBELLAOT

NIOKaNM30BaHHy0 CKiepoaepMumto B3pocnblx [9]. Mpu aTom

TepaneBTUYECKUI aNrOPUTM, WUBNOXKEHHbIN B PEKOMEH-

Jaumsax, BKIOYAET B KavyecTBe Tepanuu NepBon NUHUK

npenapaTbl ¢ COMHUTENbHON 3DPEKTUBHOCTBIO (6EH3MI-

NEHULMANWH U aHTMOMPOTEKTOPbI);
® OTCYTCTBME MYALTUAMCLMMNAMHAPHOIO NOAXOAA K BEAEHMIO

naumMeHToB C IOBEHUIbHOW NTOKaNn30BaHHOW CKaepoaep-

MWen. B yacTHOCTM, cOrnacHo MOCnegHUM POCCUMCKUM

KIMHWYECKUM PEKOMEHALMSAM, KOHCYNbTauus peBmarto-

Nora peKkoMeHoBaHa TO/IbKO MPY NOJO03PEHUN Ha CUCTEM-

Hyto cknepoaepmuio [9];
®  HM3Kas MHGOPMUPOBAHHOCTb Bpayen NepBMYHOro 3BEHa

W, KaK cnefcTBue, Mo3fHas AMarHoCTMKa 3aboneBaHus

[3,5,6]
® MPUBEPKEHHOCTb K TOMMYECKOM Tepanuu B Tex cayyasx,

KOrfa MnoKa3aHO MpPUMEHEHWE CUCTEMHOM LMTOCTaTMYe-

cKkov Tepanuum [10];

e OTCYyTCTBME 0O6LLEAOCTYNHOr0 BCEPOCCUIMCKOrO perncrpa
60/1bHbIX OBEHWBHOW NOKaNIM30BaHHOM CKIEPOAEPMUEN.

B HacTosillee BpeMs pa3paboTaH Lenbii psg PeEKOMEH-
Jaunn: EBponencKuin KOHCEHCYC OETCKUX peBmatosoros [4],
HeMeuKkue [11] M ANOHCKME HaluWOoHalbHble peKomeHaa-
umm [12]. OTaoenbHble MOMIOXKEHUS YKa3aHHbIX [OKYMEHTOB
6yayT ocBellEeHbl B JaHHOW CTaTbe.

SANUAEMUOJIOrUsA

CornacHo MexayHapoAHbiM AaHHbIM, 3ab601eBaeMoCTb
IOBEHWIbHOW JIOKaNM30BaHHOM CK/iepoaepMUen cocTaBnsieT
0,3-3 Ha 100 Tbic. HaceneHusa [2, 8, 13]. B Poccuun 3a6o-
nieBaemMocTb B o6uien nonynaumm 3a 2012-2016 rr. cocTa-
Buna 3,3-3,7 Ha 100 TbiC. C HAMBONbLIEN YACTOTOM B rpyn-
ne 15-17-netHux — 4,3-5,9 Ha 100 Tbic. [14]. B ogHOoM
M3 caMbIX MaclTabHbIX UCCNeOBaHUI ClyYaeB lOBEHUIbHON
NIOKanu3oBaHHOW cKnepogepmunn (n = 750), NpoBeaeHHbIX
F. Zulian n coaBT. (2006) [3], 6bI10 NoKa3aHo, 4To 65% Bcex
cny4yaeB 60Ne3HWM COCTABASET NIMHEWHaAs CKaepoaepmus,
26% — orpaHu4yeHHas ckiepoaepmus, 7% — reHepanu-
30BaHHaa cknepogepmusl, 2% — ryboKkas CKIepoaepMus.
TakKe OTMeYeHo, YTO [AeBOYKM GonetT B 2,4 pasa valle,
cpeaHuM Bo3pacT aebioTa — 7 1IeT BHE 3aBUCMMOCTH OT Noa-
TMna 6onesnun [1, 3]. OnucaHbl cnydyan BPOXKAEHHON NOKanu-
30BaHHOM CKIepodepMUK Mo TUMNY TMHENHOW CKIepoaepMum
C NopaxkeHneM nvua («yaap cabnen») [3].

3TUOJIOrUSA U NATONEHE3

Mpegpacnonaratowmmn  dakTtopamu IOKaan30BaHHOM
CKNepoaepmMuM MOryT BbICTyNaTb BHeWHWe daKTopbl (HU3-
Kue TemnepaTypbl, MHCOMSILMS, MOHU3MPYIOLLEE U3yYEHHE),
MHPEKUMM (LMTOMEranoBmpyc, BETpsiHas ocna, BUPYC UMMY-
HogeduuuTa YenoBeKa) n TpaeMma [1, 15, 16].

B psge nccnegoBaHnin n3yyvanmn 3TMONOMMYECKYO CBA3b
Borrelia burgdorferi (JTanm-6oppennos) 1M noKannsoBaH-
HOW CKNepoaepMmn, 0qHaKO 3Ta CBA3b He Oblila NOATBEPK-
fdeHa [17-19].

[eHOTMNMPOBaHME MaLMEeHTOB C JIOKaIM30BaHHOW CKie-
poaepmuen (B3pocsble U AeTH) BbiiBUIO Haubosee cuibHble
accoumaumnn ¢ annenbHbiMu BapuaHTamu HLA-DRB1*04:04
n HLA-B37 [20], npuyem BapunaHT DRB1*04:04 TaKkKe acco-
LIMMPOBaH C NOBbILUEHHBIM PUCKOM Pa3BUTUS PEBMATOMAHOIO
apTputa B3pocnbix [21]. B3anmocBs3b pa3BUTHS JTOKanM30-

BaHHOW CKaepoaepmuun co cneundunyeckumu annensamu HLA-I
noaaepKMBaeT MHEHME O HapylleHMM MMMYHHOrO OTBETAa,
cBsA3aHHOro ¢ CD8+ T-nuMmdounTaMmn 1M HaTypaibHbIMU KKI-
nepamu [22].

CornacHo ofHOM W3 rMNOTE3, CKIepoAepmMusa pa3BUBa-
eTcsl B pesy/nbTaTe MOBPEXKAEHUS MUKPOCOCYAOB WM aKTWBa-
uMn T-KNETOK, YTO NPUBOAUT K BbIOPOCY MONEKY KNETOYHOM
aare3uun (vascular cell adhesion molecule 1, intercellular
adhesion molecule 1) [22, 23]. 370, B CBOO 0o4epeapb, CTU-
MY/IMPYET BbICBOGOXKAEHME NPOPUOPOTUYECKUX MeanaTto-
pos (transforming growth factor beta, TGF; platelet-derived
growth factor; connective tissues growth factor; uHtepnen-
KuHoB, IL, 4, 6 n 8) [24]. AKTUBaLMa NocnegHnx NpuBoauT
K 4Ype3MepHOW BblpabOTKE KonnareHa U CHUXEHWIO aKTUB-
HOCTM MaTPUKCHbIX METaaonpPoTeMHas3, OTBETCTBEHHbLIX 3a
Jerpagaumio KonnareHa [24].

B nocneaHux ncenegoBaHmsx 6b110 BbiiBAEHO Npeobnaaa-
HWEe Pa3nUYHbIX NOATMMNOB T-xeNnepoB B 3aBMCUMOCTM OT CTa-
OMW NIOKanM30BaHHOW CKNepoaepMmn — BOCMHANUTENbHOM
(akTMBHOM) MK GUOBPOTMYECKOW (HEeaKTMBHOM). HavanbHas
(akTMBHas) cTagms 3aboneBaHMa XxapakKTepuayeTcs Mnpeoot-
nagaHvem BOCMaNeHWs U BbICOKMM YPOBHEM LMTOKMHOB
(IL2, IL12, TNFa, TGFB, MCP-1), CXCL9 (MOHOKWH, MHAYLH-
poBaHHbIM ramma-uHTepdepoHom [MIG]), CXCLL1O (nHTepde-
pPOH ramMma-uHayumpoBaHHbii 6enok 10 [IP-10]) u CXCL11
(MHTEpdEPOH-UHAYLMPYEMDBIN anbda-xemoaTTpaKTaHT T-Kie-
ToK [I-TAC]), CXCR3 (peuenTtop xeMoKuHa IFNvy), npogyunpy-
emblx Thl-numdbouutamu [22]. B dunbpoTnyecKyto cTtaguio
OCHOBHasi po/ib B MMNEPNPOAYKLIMK KonnareHa npuHagiexuT
MOJieKynaMm, cuHtesnpyembim Th2-numdountamu (IL4, IL6,
IL13) [25, 26]. AHann3 LUMTOKMHOBOrO nNpodunsa nepudepunye-
CKOM KpPOBM M BUOMNCUWN KOXKMK AETEN C HOBEHWUNBHOW fIOKaNn-
30BaHHOM CKNIEPOAEPMUEN MOKasan, YTO B aKTUBHOW CTaanun
60/1€3HN MO CPaBHEHUIO C HEAKTMBHOM OblNK Bbllle YPOBHMU
CXCL9, CXCL10, CXCL11, MIP-3b (macrophage inflammatory
protein 3b), IL9 1 IL2, T.e. 3T MONEKy/bl MOrYT paccMmaTpu-
BaTbCs KaK MapKepbl aKTMBHOCTU 3aboneBaHus [27].

BbipaboTKka ayToaHTUTEN y MNauMeHTOB C JIOKannM30BaH-
HOWM CK/IEepodepMHUEN, a TaKKe CXOXME KOXKHble MPOosiBNEHUS
NPy XPOHUYECKON peaKkuuu «TpaHchaaHTaT MPOTUB XO3AU-
Ha» yKa3blBalOT Ha NaToreHeTM4YecKoe 3HaYeHWe B Pas3BUTUM
IOBEHW/IbHOM TOKANM30BaHHOW CKIepoAepMUM ayTOMMMYHHbIX
MexaHuamoB [1, 28]. KnnHuyeckoe U rucrtonatonormyeckoe
CXOACTBO J/IOKaNM30BaHHOW CKIEepoAepPMUN U XPOHUYECKOM
peaKkLMn «TpaHchmaaHTaT NPOTMB XO03dKMHa» JatOT OCHOBaHMSA
npeanonaratb, YTO B NaToreHes3 3aboneBaHWs BHOCUT BKNaj
GEHOMEH «XxMMepU3Mar, UK obMeHa KneTKamu Mexay mare-
pbto U nnogoM. B yacTHoOCTH, uUccnegoBaHMe 6MONTaTOB O4va-
rOB CK/IEPOAEPMUK MOKA3AN0 NMPUCYTCTBUE XUMEPHbIX (Y MY¥K-
YUH — MATEPUHCKMUX, Y XKEeHWMH — oeTanbHbIX) KIETOK,
OKpYy¥eHHbIx CD4+, CD8+ T-knetkamu 1 B-numoountamu [29].
deHOMEH «xMmepu3Ma» OnNucbiBancs 1 Npu psae apyrux ayto-
UMMYHHbIX 3a601€BaHUA — IOBEHWIbHOM AepMaTOMMO3HUTE,
HeoHaTaNbHOM KpacHou Bon4YaHke [30, 31].

MNMoKasaHo, 4To Yy 12% 60MbHbIX IOKANM30BaHHOW CKie-
poaepmuen 6bin OTAroUEeH CEMENHBIM aHaMHe3 No peBmaTtu-
YECKUM WU ayTOMMMYHHbIM 3a6oneBaHusam [32]. MNaumeHTbl
C /IOKaNn30BaHHOW CKIepoaepMUEN MOTYT UMETb COMYTCTBY-
IOLLYIO @yTOMMMYHHYIO MaToNorMio — TUPEOUAUT XalmMoTo,
caxapHbiv gnabet 1-ro Tuna [33, 34].

KJACCUDOUKALIUA U KIMHUYECKASA KAPTUHA

CornacHo KnaccuduKkauun, paspabotaHHoOM EBponenckum
coobuectBOM AeTckux pesmatonoroB (Paediatric Rheuma-
tology European Society, PRES) [35], nokann3oBaHHas CKiepo-
AepmMus nogpasaensierca Ha 5 TMNoB B 3aBUCUMOCTY OT KITUHM-
YECKMX MPOSIBIEHUI U TSKeCTH (Tabn. 1). B Hee He BKIIOYEHbI
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Ta6nuua 1. KnaccuduKkauma noKkanMaoBaHHOM CKNepoaepMum (C AOMONHEHUAMU, BblAENeHOo Kypcueom) [35]
Table 1. Classification of localized scleroderma (as supplemented, in italics) [35]

KOHeyHocTH [1]

Tvn MoaTun XapaKkTtepucTuKa
OrpaHuyeHHas OrpaHuyeHHas OKpyrnble, 0BanbHble Y4aCTKM UHAYPALMKU KOXHK, OrPaHUYEHHbIe 3NUAEPMUCOM
dopma (Mopdes) NOBEPXHOCTHas 1 AepMoi. HacTo ¢ UBMeHeHHOW NUrmeHTaumen n GUoNeToBbIM, 3PUTEMATO3HbIM
cKknepoaepmus BEHYUKOM. MOHO- nnun MynsTudOoKanbHble. Ty/10BULLE NopaKaeTcs Jallye, Y4em

OrpaHunyeHHas rnybokas
CKnepoaepmus

OKpyr/ible, OBanbHbIE YHAaCTKM ryO6OKOM MHAYPALIMU KOXKM C NOPaXKeHEM
NMOAKOXHOM KNETHaTKM BMNIOTb A0 dacuuu U MblwL,. MHoraa nopaxeHue B aeGrote
OrpaHMyeHO NOAKOXKHOM KNneT4aTKom 6€3 UBMEHEHUI KOXHU

JNlnHenHas dopma CKnepofepmus TynosumLia

1N KOHEYHOCTEN

JInHenHas HAypaLms, NoparatoLLas Koy, MOAKOXKHYIO KNeTyaTKy, MHoraa
no/iexallye MblLLbl U KOCTU KOHEYHOCTEN UK TYNOBULLA

CKnepoaepmus ronossl,
TMN «yaap cabnemn»
(en coup de sabre)

JIMHenHas MHOypaLMs KOXKU MLa u/1nv BONIOCUCTOM YacTv roNoBbl, MHOMAa
C BOB/IEYEHWEM MbILLL, U KOCTEW

MporpeccupytoLas
remvatpobus nuua
(cnHapom MNappun—Pombepra)

MUHyC-TKaHb Ha OAHOWM YacTW NnLa C BOBIEYEHMEM AEPMbl, MOAKOXHOM KNeT4YaTKu,
MbILUL, ¥ KOCTEN. [Tpn 3TOM aNMaepMUC He NOPaXKeH n MOBGUIEH

[eHepanu3oBaHHas OTtcytcTBYET = 4 04aroB UHAYPaLMKN KOXKM pa3mepamMu > 3 CM KaK MUHUMYM B ABYX

dopma aHaToMMYyecKux obnacTsax. BO3MOXKHO cnMsiHMe o4aroB B pa3BUTUK

MaHcknepoTuyeckasa | OTcyTcTByeT OrpaHnyeHHoe NoparKeHne KOHEYHOCTU C BOBIEYEHNEM KOXM, MOLKOXKHOM

dopma KNeT4yaTKK, MbllL, U KocTer. O4arm moryT 6biTb Ha ApYrux y4acTkax, Ho 6e3
opraHHOro BoBfievyeHus. Pegkas u camas Tskenas popma [7]

CwmelwaHHas dopma OTcytcTBYET Kom6uHauus = 2 ynomsHyTbIX Bbille NOATUMOB JIOKaM30BaHHOM CKNepoaepMuUHM,

4acTo JIMHENHOM 1 OrpaHU4eHHOM, IMHENHOM 1 reHepaan30BaHHOM [7]

303MHODUNBbHBIN GacLMUT, CKNEPO3UPYIOLWNIK NUXEH, aTPOdO-
aepmus Macuuu v MbepuHKn, NpeacTaBneHHblE B APYruMX Knac-
cnduKkaumsax [11, 36]. Cnegyet oTMETUTb, YTO B PoccuKn YacTo
MCMONb3YIOTCH TEPMUHBLI «Q4aroBas CKIEPOAEPMUS», «Orpa-
HWYEHHas CKIEPOAEepPMHUs» UK «Mopdes», yKasbiBatollMe Ha
OTCYTCTBME OPraHHOro BOBJIEYEHMS, T.€. CUCTEMHOM CK/IEepo-
aepmun. OfHaKo, «orpaHuMyYeHHas CKiepoaepmus» ABaseTcs
Wb OAHUM M3 5 NMOATWUMNOB SIOKAIM30BAHHOM CKNEPOAEPMUM,
W, Ha HaL B3rna[, UCNONb30BaTb TEPMUH B KAa4€CTBE CMHOHMMA
«TOKANIM30BAHHOW CKIIEPOAEPMMMU» HEKOPPEKTHO.
OrpaHuyeHHas ¢opma (Mopdesi, noBepxHocTHaa dopma)
ABNAETCS caMol 4actom GOpMOM IOKaNIM30BaHHOM CKie-
poaepMunn 'y B3pociblx, y aeten — nvwb B 30% cnyva-
eB [3]. XapaKTepu3yeTcs OBasibHbIMU UK KPYIbIMK OYaramu
C YNNOTHEHMEM B LEHTpe, B AebloTe — 3pUTEMATO3HLIM,
B pa3BUTUU — LiBETA C/IOHOBOM KOCTU. AKTUBHbIW O4ar Xxapak-
TepusyeTcs MNyprnypHbIM OpeosioM — GUONETOBLIM BEHYM-

Puc. 1. OrpaHuyeHHas dopma NoKann30BaHHON CKIepoaepMUm
Fig. 1. Circumscribed scleroderma

-

lpumedaHne. A — ovar CKNepoaepMuu nog MeYeBUAHbLIM
OTPOCTKOM CfieBa, C MUHWMasbHO BblPaXXEHHbIMU 3pUTEMATO3HbLIMMU
M3MeHeHUsIMKU; B — pacnpocTpaHeHHbI o4ar CKknepoaepmMun

C AenUrMeHTaumen, HanM4ymem 3puTeMaTo3HbIX UBMEHEHUI.
MUcTouHuK: Paynos PK. u coasT., 2020.

Note. A — scleroderma focus under the metasternum on the left
with minimal erythematous lesions; b — spread scleroderma focus
with depigmentation and erythematous lesions.

Source: Raupov R.K. et al., 2020.

KOM, OKpy}KatoLLMM GHUOPO3MpPYIoLLMIM LIEHTP oYara. B TeyeHne
60/1€3HN CKIEPOTUYECKMUE OYarM 4acTo CTaHOBATCA Msrye,
MHOrAa MOsIBASIETCS 30Ha aTpodUKU C TMNO- MAWU TUNEepPnur-
MeHTauuen. MNMpu nokanusauyum Gnubpo3a B BOTOCUCTOM YacTu
MOMET ObITb MoTeps Bonoc. Kak npaBmio, noparkeHa Koxa
TynoBua, cybMamMMapHON U aroauMyHon obnacren (puc. 1).
370 camas aobpoKavyecTBeHHas (Kak npaBuio, He NpuMBoas-
wasa K gaedbopmaumam, He Tpebylollas arpecCUBHON Tepanuu,
¢ 6naronpusaTHbIM UCX0A0M) GopMa NOKaNM30BaHHOW CKIEpo-
nepmuu [1, 4, 11].

[ny6oKasi popma NOKaNU30BaHHOW CKIepoaepMuu auar-
HOCTUPYETCH HaMHOro pexe (< 5% Bcex cnyYyaeB tOBEHWU/b-
HOWM NloKanM3oBaHHOKM ckiepoaepmun [4]). Mpouecc dnbposa
oxBaTblBaeT rMy6oKO Moanexaline CTPYKTYypbl COeaAUHUTENb-
HOM TKaHU — MOAKOXHO-KMPOBYIO KeT4aTKy, dacumto, nof-
Nexalme MblleyvHble CTPYKTypbl. lMopakatoTes npevmylle-
CTBEHHO KOHEYHOCTH, 06/1acTU SAroauu, o4varm MoryT 6biTb
CUMMETPUYHbIMU. [Ny6oKasa dopMa MOXKET MnpoTeKkaTb 6e3
BMAMMOIO NMOPaXKEHUst NOBEPXHOCTHbIX CTPYKTYP KOXu [4].

leHepann3oBaHHasi Gopma XapaKTepusyeTcs Haluinem
= 4 o4yaroB CK/JepoaepMun pasmepamu > 3 CM, KOTopble
[e6TUPYIOT ¢ OnsWweYHblX GOpM M MOryT 06beauHATbCS,
nopaxas Kak MUHUMYM 2 U3 7 aHaTOMUYECKUX oBacTen (mLo-
wes, NpaBas W neBas BEPXHNE KOHEYHOCTH, NpaBas u neBas
HWXKHWE KOHEYHOCTH, MePeaHss U 3a[HSS CTOPOHa TY/10BHLLA).
Ouyarun MoryT 6biTb KaK MOBEPXHOCTHbLIMU, TaK U Fy6oKnUmM [1].
CornacHo KnaccuduKaumm lNetepcoHa, oaHon n3 dopm rnyéo-
KOW CKJIepoaepMumK ABNSETCS 303MHOPUIbHbIN pacummuT [35].
B HEMEeLKKMX KIMHUYECKUX peKoMeHaauusx [4] aaHHyto opmy
OTHOCSAT K reHepanuM3oBaHHOW. [lopaKaloTca KOHEYHOCTH,
o4aru MMetoT BUA anebCMHOBON KOPOYKK. OTANYUTENBHBIMMU
NpU3HaKaMu SBASOTCH 303MHODUINS U TMneprammarno6ynm-
HeMusi. MHorAa nopaykeHne MOXKET 6bITb PACnpPOCTPaAHEHHbIM.
B oTMumne oT CMCTEMHOW CKNepoaepMum Npu 303MHOGUNBHOM
dacumnTe KapTMHa KanWaNSPOCKOMNWKU HE U3MEHEHA, OTCYT-
CTBYIOT peHoMeH PeiHo u cknepogaktuauma [4, 37].

JInHelHas cKnepogepmusa — camasl Yactas GopMa /loKa-
NM30BaHHON CcKiepoaepmun y aeten. lposiBnseTcss camo-
CTOSATENIbHO MM KaK 4YacTb cmeluaHHow dopwmbl [3, 34, 38].



XapaKTepusyeTcs JMHEWHbIM, MNON0CO06pPa3HbIM, WHOrAa
reHepannu30BaHHbIM MOpaXeHUeM Koxu (puc. 2). B pebiote
o4aru MoryT npeacTaBaaTb OTAE/bHbIE MOPAXKEHUS, KOTOPbIE
MO3}e CMMBAIOTCSA B HENPEPLIBHOE A/IMHHOE NOopaeHue. I
oyaru cnegyloT IMHUAM bnallko — aM6pUOHaNnbHbIM NaTTEPH,
npeacTaBsioWMA reHeTUYeCcKMn mosanumam [4, 39]. Mpu
nopaKeHWM KOHEYHOCTEeN HanpaBneHMe o4aroB NPOLOSbHOE,
TOorga Kak npu nopaeHuu TynoBulla — nonepeyHoe. Oyaru
B 85-95% MMeloT OJHOCTOPOHHIOK JIOKaNM3aumio U 4acto
3aTparvBaloT Moanexalime MOAKOXKHbIE TKaHWM M MblLWLbI,
orpaHuW4MBast NOABUMKHOCTb M NPUBOAS K KOHTPAKTypam cycTa-
BOB. [1py nopaxKeHuun ronosbl MMHENHas popmMa HOCUT Ha3Ba-
HWe «ygap cabnen» (en coup de sabre). Ouar, Kak npaswuno,
pacnpocTpaHsaeTcs oT 6poBen K BOMOCUMCTOM YacTW rOJOBbI,
BbI3blBas pybLoByto anoneyuto [4, 11].

lporpeccupywwas remuarpopusa namya (CUHOPOM
MNappn—Pombepra) — cocTosiHue, POACTBEHHOE TWUMy «en
coup de sabre». XapaKTepu3yeTcs NepBUYHON aTpoPpUYEeCcKomn
TpaHchopMaLMen BOBEYEHHbIX B NaTONOrMYECKUIM npoLecc
NOAKOXHOW KneTyaTKM, MbIlL, U KOCTeWn. MHorga conpoBo-
AaeTcs rmnepnurMeHTaumen Bblllenerxallen Koxu. Puopo3s
BO3HWKAET peako unm BooOWEe He BO3HMKaeT. B cnydvasx
cuHgpoma Mappu—Pombepra u TMnNa tOBEHWIbHOM NIOKanu-
30BaHHOM CKIepodepmMuu «yagap cabnen» 4acTto BCTpeyatoT-
€S COMyTCTBYIOLME NATONOMMYECKME UBMEHEHUS CO CTOPOHbI
LleHTpaNlbHON HEPBHOW CUCTEMBbI (CyAOPOrK, rofIoBHbIE 60MHU,
CUHKOMasnbHbIE COCTOSHWUS), OPraHOB 3peHus 1 3y60B, Yesto-
cTen [40-42].

lMaHCKnepoTHYecKas CKaepogepMHusl — KpanHe peakas,
HO caMas TsxKenas dopma I0Kann30BaHHOW CKIepPoaEpPMUN,
KOTOpas XapaKTepuayeTcsl reHepasn3oBaHHbIM NOPaXKEHWEM
BCEX CNOEB KOXKM TY0BMLLA, KOHEYHOCTEN, KOXM NnLLa 1 rono-
Bbl, MHTAKTHbIMW OCTAlOTCS KOHYMKM NanblLEB PyK U Hor [4].
BoBneyeHune Bcero tena 6e3 NoparKeHWs BHYTPEHHMX opra-
HOB MOMOraeT OTIMYWUTb MaHCKNEPOTUYECKYIO CKaepoaep-
MUIO OT CUCTEMHOKW. HacTbiM OC/IOXHEHUEM MaHCKIEepoTUYe-
CKOWM CK/IEPOAEPMUM ABNSIOTCSH XPOHUYECKME A3Bbl, KOTOPbIE
MOTYT TPaHCHOPMUPOBATLCA B MAOCKOKIETOYHYIO KapLMHO-
My — }KMBHEYrpoxKatLllee COCTOSIHUE, OMUCaHHOE TaKXKe Mpu
CUCTEMHOW cKnepoaepmun [43, 44].

CmeluaHHasi I0Ka/In30BaHHasi CK/1IepoAepMHsl SBSET-
Ccsl coyeTaHMeM AByx unu 6onee noatunos. [pu NoctaHOBKe
[MarHosa B CKOOKax CTOMUT yKa3blBaTb NpeobnagatoLlyo dop-
My. Hanpumep, cmelaHHasa NoKanM3oBaHHas CKiepoaepmums
(nMHenHo-orpaHMyeHHas) [3, 45].

JlokannM3oBaHHas CKIEPOAEPMUS ABASETCA KIMHUYECKUM
AMarHo3oM. HecMoTpsi Ha pa3BUTUE MHCTPYMEHTANbHbIX CMO-
CO60B AMarHOCTUKM, OCHOBHbLIM KaK B MOCTaHOBKE AMarHosa,
TaK M NpU AMHAMMYECKOM HabGMOAEHUMN ABASIETCA OLIEHKa
KOXHOr0 NopaKeHWss — onpefeneHne akTMBHOCTU U MOBPEXK-
[leHuns (CKepo3sa), MOCKONbKY MMMYHOCYNPECCUBHOE IeYEHNE
3OPEKTUBHO MMEHHO AJ11 aKTUBHOW, HO HE CKNIEPOTUYECKOM
dasbl 60ne3Hu [45].

[AnHamMuKa nopaKeHns Koxu

Mpu pa3BuTMM 3ab60nNeBaHUS MOPaKEHUE KOXW MMEET
HECKONIbKO cTaguin. dputeMa UM GUONETOBLIM Opeon ABAb-
I0TCA pPaHHUMW MpPU3HAKaMU aKTMBHOCTHU, 3puTeEMaA Mpo-
ABNSETCA OT CBETN0-PO30BOr0 A0 TEMHO-KPACHOro LBeTa.
[lononHUTENbHBIMU NMPU3HAKaMKU aKTUBHOCTU SBASOTCA BOC-
KOOGpasHbIM MW KENTOBaTbIM LIBET KOXKMU (CBSI3aHbl C U3Me-
HEHWEM CTPYKTYPbl KOXM), TAKTUNbHOE OLLyLEeHWEe MOBbILLE-
HUSA TemnepaTtypbl B o6nactu oyvara [34]. YTONLWEHUE KOXHM
Ha PaHHMUX CTagusax MOXHO paccMaTpuBaTb Kak NpU3HaK
aKTMBHOCTM — OTEeK, MHAypaLusl, KOTopble B nocneaytoLiem
TpaHCHOPMUPYIOTCA B CKIEPO3 — MPU3HAK MOBPEXKAEHUS.
MOCKONbKY TOMWMHA KOXW BapbUpyeT B pasdHbiX aHaTOMMU-

Puc. 2. JInHeiHasa cknepogepmus
Fig. 2. Linear scleroderma

lNpumevaHue. A — «aKTUBHbIW» OYar TMHENHOW CKNepoaepMum
C 3pUTEMATO3HOM OKpPacKoW; b — «aKTUBHbIW» o4ar TIMHENHON
CKNIePOAEPMUU C YTONLLEHUEM KOXKM U GUONETOBLIM OPEOSIOM,
BOB/IEYEHMEM MOAKOMKHOM KNETHaTKU C 3anafeHneM TKaHu,
y4yacTKaMu runo- v runepnurmeHTaumm. UctouHmk: Paynos PK.
1 coaBT., 2020.

Note. A — «active» focus of linear scleroderma with erythema;
b — «active» focus of linear scleroderma with skin thickening
and violet halo, involvement of subcutaneous tissues with tissue
depression, areas of hypo- and hyperpigmentation.

Source: Raupov R.K. et al., 2020.

YEeCKUX 06nacTsX, COMOCTaBEHUE C KOXEeW HernoparKeHHon
CTOPOHbI MOXET MOMOYb B OLIEHKe. BocKoobpasHbii 6enbiin
WAN KEeNTbl LBET KOXMW YKasblBaloT Ha CPEefHIo CTeneHb
aKTMBHOCTM MpoLlecca, AEMOHCTPUMpYS OTEeK, BocnaneHue
W OTNOXEHWE KonnareHa, KOTopble BbI3blBAOT YTOALEHME
KOXMW. 3TV 04arn 4acto OKPYKEHbl BEHYMKOM rMnepeMmm unm
duronetoBbIM opeosiom [7, 46].

B pa3BuTimK 60ne3HM KOXKa Bce 6osiee yTonwaercs v npu-
3HaKW MOBPEXAEHUS OOMUHMPYIOT Had NPW3HaKaMW aKTUB-
HoCcTU. OHM BKIKOYAIOT TMMNO- U TUNEPNUIMEHTaLMIO, aTpo-
duio. MNMpusHaKamu annaepmanbHOM U aepmasnbHOn aTpodumn
ABNSATCA 60nee Gnectalas M rajgkas UCTOHYEHHan Koxa,
BUAMMbIE MOAKOMXHbIE BEHbI, MOTEPS BOMOCAHbLIX GONIMKY-
noB. loakoxHasa atpodus nposiBnsercs Kak 6onee rny6o-
Koe, 06lWWpPHOE, MEHee pa3rpaHWYyeHHoe 3anafeHue TKaHu
B o6nacTtu ovara. lNauueHTbl, KaKk NpaBuIo, 0JHOBPEMEHHO
UMEIOT MPU3HAKM aKTMBHOCTU W MPWU3HAKW MOBPEXKAEHUS.
PasBuTne 3aboneBaHusa Yalle MeIEHHOe, COMpOBOXKAalo-
weecs 6e3601e3HEHHBIM YBENMYEHMEM 04aroB, NOSIBNEHUEM
HOBbIX 9/1IEMEHTOB, U3MEHEHWE UMEIOLLMXCS 04aroB MPOUCXO-
[WT B TEYEHME HECKONbKO MecsaleB 1 neT [7, 47].

OLeHKa aKTUBHOCTHU KOXXHOr o npouecca

[na OUEeHKW aKTMBHOCTM M MOBPENKAEHUA KOXK MNpwu
CKnepoaepmun pa3paboTaHO MHOMECTBO LWKan. Hanbonee
WU3BECTHOM M 4acCTO MCMOJSIb3yeMOW ABNSETCS LWKafa OLeH-
KW KOXW Npu foKanuM3oBaHHOW ckaepoaepmun LOSCAT
(Localized Scleroderma Cutaneous Assessment Tool), KoTo-
pasi BK/IOYaeT B cebs MHAEKC MOBPEXAEHUS KOXKM Npu
nloKanusoBaHHOW cKnepoaepmun (Localized Scleroderma
Skin Damage Index, LoSDI) U WHAEKC aKTUBHOCTU KOX-
HOrO MOPa)KeHUs Mpu JIOKANM30BAHHOM CKNEepoAepPMUM
(Localized Scleroderma Skin Activity Index, LoSSl) [48]
(c™m. MpunoxkeHune). AKTUBHOCTb KOXKHOIO NopaxKeHus OLEeHU-
BaeTCs MO MOSIBAIEHMIO HOBbIX 04aroB, BbIPaXKEHHOCTU 3pHU-
TeMbl U CTEMEHU YTONLWEHMSA KOXKMU. MapaMeTpbl aKTUBHOCTH
BK/IOYAIOT NOSIB/IEHWE HOBbLIX 04aroB — 3apuTemy (0T 6nea-
HO-PO30BOro A0 PUONETOBbLIX LIBETOB) M YTONLEHUE KOXM
pa3nun4yHon cteneHu. NapameTpbl NOBpeEXKAEHUS: aTpodus,
NOAKOXHaa aTpodus U AUCnUrMeHTaumsa (runep-/runonur-
MeHTauus). B wKane npeacraBneHbl 18 30H NOBEPXHOCTH
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Exchange of Experience

OGMeH onbITOM

Tena. B 3aBUCMMOCTM OT MOpa)KeHHOM o6nacTu B Karkaow
slYerKe CTaBUTCS onpeaeneHHbln 6ann, B nocneaywouwem 6an-
nbl cymmupytotes. B pa6otax C. Kelsey u K. Torok nokasaHo,
4TO MOANOULMPOBAHHbBIM MHAEKC LOSSI no3BongeTr B gMHa-
MWKE OLEHUTb 3DDEKTUBHOCTb Tepanum U pasrpaHuymTb
aKTUBHYIO N HeaKTUBHYIO dasbl 601e3Hu [48].

BHeKOXHble NposiBIeHUs IOBEHU/IbHOMN

JIOKa/IN30BaHHOW CKJiepoAepMUmn

BHEKOXHble MPOSBAEHUS HOBEHWUIbHOW JIOKaNIM30BaHHOM
CKnepoaepmum peructpupytot y 22—71% nauyumeHToB. Takne
NpPOsIBAEHMSA Yalle acCouMMpoBaHbl C NIMHENMHOM dOopmOom
M ABASIKOTCA OAHOM M3 OCHOBHbIX MPUYMH WMHBaNMAM3aLMK
60nbHbIX [7]. Hanbonee pacnpocTpaHeHHbIMU CPeAN BHEKOXK-
HbIX NPOSIBEHNIA IOBEHWIBHOW TOKANN30BaHHOW CKiepoaep-
MUK ABNSIIOTCSA MOPAaXKEHUST OMOPHO-ABUraTeIbHOro annapa-
Ta — apTpanrvu, apTpuTbl, KOHTPAKTYPbl CYyCTaBOB, MUO3UTbI,
MWanrnn, Mblll€YHble Cnasmbl, CKOINO3, remmatpodusa [49].
B 6onbwKHCTBE Ccly4aeB lOBEHWIbHAA JIOKanM3o0BaHHas
cKnepoaepmMust Ae6loTMpyeT A0 Ny6epTaTHOro CKavka pocTa
(8—13 nety geBoyekK, 10-15 net y Manb4mkoB [3]), 4To onpe-
OensieT BbICOKMMA PUCK Pa3BUTUS YKOPOYEHUS KOHEYHOCTEW
B AeTCKOM Bo3pacTe [49]. [emnaTpoPuUs KOHEYHOCTU MOMKET
3aMETHO OrpaHW4YuTb ABUraTesbHylo GYHKUMIO M noTpe6o-
BaTb XMPYPrM4yecKoro BMeLIaTENbCTBa, remMuaTpodus nuua
MOMKET YXYALWKNTb 3peHune, PyHKLMIo KeBaHus [7, 33]. Ha gonto
apTpuTtoB npuxoautca Ao 20% BCEX BHEKOXHbIX MposiBie-
HUKW. Y 1/4 peTen apTpuT NOKanuayeTcs OTAeNbHO OT o4ara
cknepogepmum [1, 33]. Hepeako y Takux aeten onpeaensercs
NONIOXNUTENbHbIN peBMaTonaHbln daktop (25-40%), wHOr-
[a — yBeI4eHne CKopoCTH ocefaHus apuTpoumToB [3, 34].

HeBposnornyeckue HapyLeHus, Kak NpaBuno, BCTpeYatoT-
Ccsy AeTen COo CKIepoaepMuen, noKaam3oBaHHOM B 06n1actu
nvua. B yncne Takux HapylweHu oTMedatoT nosiBNeHne cyao-
por, roloBHOM 6011, NOBEeAEHYECKUX HapyweHun [1, 45].

MaTonornn 3y604esIIOCTHOM CUCTEMbI HEPEeOKW y AeTen
CO CKNepogepmuen nuvua, B OCOBEHHOCTM MpWU pPas3BUTUMU
6onesHn B Bo3pacTe Ao 10 neT n3-3a npoaosKatowerocs
PasBUTUS HUKHEN M BEPXHEN YENOCTEN N 3yBHbIX pagoB [45].
[Mnonnasuns BEPXHEW WM HWKHEW YENtoCTU Ha MOparKEHHOM
CTOPOHe onuncaHa npu cuHapome Mappu—Pombepra [50]. Mpu
nporpeccupoBaHmMn 3aboneBaHUs BCe OTYETIMBEE NPOSBAS-
loTCS acMMMETpUS nnua, GopMUpoBaHMe HeNpPaBUALHOIO Npw-
Kyca. PeHTreHorpadunyeckm mMoryt 6biTb BbiSiBAEHbI aTpoduun
KOpHen 3y60oB, 3afiepKKa NpopesbiBaHKs, CKy4eHHOCTb 3y60B
[51, 52]. OcmOTp CTOMATONOrOM M UCMOSIb30BaHUE OPTOLOH-
TUYECKMX annapaToB fBAAOTCS 06593aTeNbHbIM KOMMOHEHTOM
BeAeHMs BOMbHbIX CO CKNepoaepMUeEn ¢ nopaxkeHnem B obna-
cTv nuua [45, 53].

lNopaxkeHnsi a3 onucaHbl y 3% OEeTeN C OBEHWIbHOM
NIOKann3oBaHHOW cKnepogepmuen [3]. WNHTepecHo, 4TO
1/3 a9TUX NaUMEHTOB HEe WMMEeNM o4aroB CKIepoaepmuu
Ha nuue. Hanbonee yacto (42%) noparKatoTcs BEKU U PECHU-
ubl, y 1/3 nauveHToB 06HapyxuBaeTcs BocnaneHwe nepea-
Hero otgena rnasa — nepeaHnin yBeUT UK anuckieput [54].
CornacHo T. Constantin u coaBrt. [45], ocMOTp C UCnonb3oBa-
HWEeM LieneBon Namnbl 1 pa3 B 6 Mec nokasaH AeTaMm ¢ nopa-
EHWEM nnua, ocTallbHbIM AETAM C IOBEHW/IbHON NI0Kann3o-
BaHHOM CKnepogepmuen — 1 pa3 B 12 mec B nepsBble 4 roga
3ab60/1eBaHuMs.

[NoparKkeHns1 BHyTPEHHMX OpraHoB NpW IOBEHUNbHOW JIOKa-
IM30BaHHOW CKJIEPOAEPMUN PeaKN. B YacTHOCTH, racTpoaso-
dareanbHbl pePoKC C KTMHUYECKUMU MPOSIBIEHUAMU OMNK-
caH y 1,6% feTewn, 4To coBnajaeT C YacToTon 3abosieBaHus
B nonynsauuun [33, 55]. Kpome Toro, onMcaHo BCEro HECKOIbKO
cnyyaeB, KOrAa NoKanuM3oBaHHas CKIEpoAepPMUSA MPOrpeccu-
poBana B cUCTEMHYtO dopMy 3aboneBaHus [56, 57].

JIABOPATOPHASAl AUATHOCTUKA

[narHo3 noKanM3oBaHHOM CKNepPoAEPMWUU YyCTaHaBNW-
BaeTCHd Ha OCHOBaAHWM KIIMHWUYECKUX NPOSIBNEHWUW 6O0Ne3HM
[1, 45]. Cneunduryecknx nabopaTtopHbIX MapKepoB, MNoA-
TBEPXKAAloWMNX AMarHo3, Ha CEroAHsHWN AeHb He o6Hapy-
*eHo [4, 11]. Kak npaBwuio, 3Ha4eHns nokasatenemn KinHuye-
CKOro 1 GMOXMMMUYECKOr0 aHanmn3a KpPoBM, a TaKKe aHannsa
MOYM Y AE€TEN C JIOKANU30BaHHOW CKIepoaepMren B HopMme.
OcTpodaszoBble 6GENKW, CKOPOCTb OCEeAaHWs 3PUTPOLIMTOB
n C-peaKTWBHbIN 6€N0oK, KOMYECTBO 303UMHODUIOB MOryT
MoBbIWATLCA MPWU FEHepann3oBaHHOW WU YGOKMX dopmax
cknepogepmun, B 20% cnyyaeB — Npu IMHENHOW CKepoaep-
Mun [3, 45]. PepMeHTbl MbIlEeYHOro pacnaga (anaHuHamu-
HoTpaHchepasa, acnaptataMmHoTpaHcdepasa, KpeaTuHpoc-
POKMHa3a, NakTaTaerngporeHasa) NoBbIWATCA MNPUMEPHO
B 10% cny4aeB, YTO MOXET YKa3blBaTb Ha BOBMEYEHNE MbILLLL
npu NuHenHon cknepoaepmum [3, 58]. MoxeT 06HapyXunBaTb-
cs (Yauie npu ry6oKkunx Gpopmax) NoNMKIOHaNbHas rmnepram-
marnobynuHemus [2, 3].

PeBmatonaHbin dakTop onpeaensetca y 25-40% naumen-
TOB W, KaK NpaBuio, acCoOLLMMPOBAH C NopaxeH1eM cycTtaBos [3].
AyTOaHTUTENa OOHAPYXMBAIOTCS Y YaCT NALMEHTOB C IOKasK-
30BaHHOM CKnepoaepmunen. MNonoxKuTenbHbIM aHTUHYKIeapPHbIN
daKTop, N0 pa3HbIM JaHHbIM, BCTpeyaeTcs B 23—73% cnyyaes
[1, 3]. Koppensauuun mexay Hanuinmem aHTUMHyKneapHoro GpaKro-
pa 1 TUNOM JIOKaNM30BaHHON CKNEPOAEPMUU, a TaKKe aKTuB-
HOCTbIO 60M1e3HM He BbiBNEHO [3]. AHTUTena, cneuunduyHble
151 CUCTEMHOW CKNEepoAepMUN, y AeTEN C IOKanM30BaHHOM
CKiepogepMuen BCTpevatoTes KpanHe pefko [59]. AuTutena
K Tononsdomepase | (Anti-Scl 70) — MapKepy CUCTEMHON CKIle-
poAepMUM B3POCIbIX — Obliv 0BHapyKeHbl Y 2—7% peten
C /IOKaNM30BaHHOM GOPMON, HO HE OBHaPYKUBaINCh Y B3POC-
NbIX C IOKaNIM30BaHHOM cknepoaepmuen [1, 3]. AHTUTena K ueH-
TpoMepam Obinn NONoXKUTENbHbI Yy 12% B3pPOCAbIX C JIOKa-
NIM30BaHHOMN cKiepogepmunen n Tonbko y 1,7% peten [1, 3],
npyv 3TOM BOBJIEYEHWE BHYTPEHHWX OPraHOB HE BbIBAEHO
HY B 04HOM criyyae [3]. AHTUIMCTOHOBbIE aHTUTENa BblIN MO3K-
TUBHbI Y 47% (23/49) B3pOC/bIX NALMEHTOB C IOKaIM30BaHHOM
CcKnepoaepmuen, ¢ npeobnajaHnemM y nalMeHTOB C reHepa-
nm3oBaHHOM dopmon (80%) [19, 60]. AHTUIMCTOHOBbLIE aHTK-
Tena 6blnM OBHApPYXeHbl Y AeTer C JIOKanM30BaHHOM CKie-
poAEpPMUEN, OfHAKO MX PacnpOCTPAHEHHOCTb M 3HA4YMMOCTb
ocTalTca HesicHbiMK [61, 62]. B uccneposanun M. Horger
M COaBT. @aHTUKAPAMONMMMHOBbLIE aHTUTENA Oblv OOHAPYKEHbI
y 46% B3pOC/bIX C IOKaIM30BaHHOW CKIEepOoAepMUEN, BONYa-
HOYHbIN @aHTUroarynsaHT — B 24% cnyvyaeB, TOraa KaKk aHTuTena
K Bo-rMUKonpoTenHy otcyrctoBau [63]. Mo aaHHbIM F. Zulian
1 COoaBT. [3], aHTMKaPANOIUNMHOBbLIE @aHTUTENa NPUCYTCTBOBaNN
y 12,6% netew ¢ TOKann30BaHHOM CKIepoaepMUEN.

WHCTPYMEHTAJIbHASI AUATHOCTUKA

PacnpocTpaHeHne MOBpPEXAEHUM Ha KOXEe MOXHO oLe-
HUTb CPaBHWUTENbHO NIErKO C MOMOLLbI0 MaKPOCKOMUYECKMX
[aHHbIX M Nanbnauuun, HO BU3yanusupylolimMe TecTbl Heobxo-
[OMMbI 151 OLEHKM PacnpoCTPaHEHUS MOBPEXAEHNUM Ha HUPO-
BYIO TKa@Hb, MbILLLbl, CYXOXW/IUS U KOCTH.

YnbTpa3ByKkoBoe uccnegosaHne (Y3W) nossonset audde-
PEHLMPOBATb aKTUBHYIO CKIEPOAEPMMUYECKYIO BNSLLIKY OT HEeaK-
TUBHOW, a Takxe BepudULMPOBaTb CKIEPOTUYECKYD a3y
NIOKaNbHOro MpPOSIBIEHUSI CKIEPOAEPMMUYECKOro npoLiecca.
OX0CEMMOTUKA MOParKEHNS KOXM CKNafblBaeTCs U3 COYeTaHms
CnegyoLlmx npu3Hakos — yrosweHnns aepmbl (1), doxanb-
HOro Mnn AMOPY3HOrO CHUMMKEHUSI IXOFeHHOCTU aepmbl (2),
MOBbILIEHWS IXOrEHHOCTU MOAKOXKHOMN KNETYATKU U/UNN MATKUX
TKaHew (3), runepBacKynapuaaunv aepMbl U/UNK NOAKOXKHOM
Knetyatkn (4) (puc. 3) [60]. Hannume aByx n 6onee 13 nep-
BbIX TPEX KPUTEPUEB SABNSIETCSH NMPU3HAKOM aKTUBHOM CKepo-



lMpnumeyvaHme. A — GOKYC aKTUBHOWM CKIEPOAEPMMYECKON BNSALIKM,
npeacTaB/eHHbIN YTONWEHWEM TMMNO3XOrEHHOM AePMbI (BblAeNeHo
YKENTbIM), B CPABHEHUW C MHTAKTHBLIM Y4aCTKOM KOXHOMO NMOKPOBa.
OTmMeYaeTcs CoApyKECTBEHHOE UBMEHEHWE CTPYKTYPbI MOAKOXHOWM
KNeT4yaTK1 B BUAE Ae30praHn3aLimn axXoCTPyKTypbl (BblAeNeHO
KpacHbIM), UCTOHYEHMWE nocnefHel Ha GoHe yMepeHHOro
NOBbILUEHNUS 3XOFE€HHOCTU. B — cneKTpanbHble XapaKTepUCTUKK
NnoToKa B COCyAax BOCMaNUTENbHOW rMNepemMun 4epMbl

1 NOJKOXHOM KNeTYaTKMU COOTBETCTBYIOT MPODUIIO C HU3KOM
PEe3UCTUBHOCTbIO. MOTOKM B pycnax ¢ HU3KOW PE3UCTUBHOCTLIO
XapaKTepPU3YIOTCS COXPaHEHUEM ANACTONMHYECKOTO KOMMOHEHTA

B KPMBOM MOTOKA, B TO BPEMS KaK B COCYyZax C BbICOKUM
nepudepruyecKknM ConpoTUBNEHUEM B ANACTONY NOTOK OTCYTCTBYET
WK UMEET PeTporpasHoe HanpaBsieHue. B — BbipaxeHHas
BOCNanuTeNbHas runepemMusi MOAKOMKHOW KIeT4aTKu (BblAeneHo
KpacHbIM) B peXMMe LLBETHOrO LOMMIEPOBCKOro KapTMpoBaHus

B doKycax cknepogepmuu. Uctounnk: Paynos PK. n coast., 2020.
Note. A — focus of active scleroderma patch presented as
hypoechogenic derma thickening (marked in yellow) in comparison
with intact skin. There is consensual change of subcutaneous fat
structure as echostructure disorganization (marked in red), and
thinning of it following of modest echogenicity rise. b — spectral
characteristic of the flow in vessels of inflamed derma and
subcutaneous fat are typical for the profile with low resistance.
Flows with low resistance are characterized with preservation of
diastolic component in glow curve, while flows with high peripheric
resistance in diastole have no stream at all or it is retrograde.

B — significant inflammatory hyperemia of subcutaneous fat
(marked in red) on Doppler color flow mapping of scleroderma
focuses. Source: Raupov R.K. et al., 2020.

NEPMUYECKON GNSILIKK. nHAMUKa CTENEHU BaCKyNnsipu3aLmu,
a TaKXXe COCTOSHUA nepudepnyeckoro COoCyaMCToro Comnpo-
TUBNIEHWUA B 30HE BOCManeHUst No3BoNseT oLeHUBaTb apdeK-
TMBHOCTb NMPOBOAMMON Tepanuu. ATpoduryeckas 6asilKa npea-
CTaBnsieT cO60M y4aCTOK MCTOHYEHMUS AEPMbI U/UNWN MOLKOXHON
Knetyatku. Kpome nepeurcnenHoro, Y3M no3BonseT BbIABUTb
BOBJIEYEHHOCTb B BOCMANUTENbHbIM NMPOLIECC CTPYKTYP, COCEA-
CTBYIOLMX C GNSALIKON: BTOPUYHBIA BOCMANMUTENbHbIA NPOLECC
B CycTaBax, )enesax (WWMTOBWAHAs, CMOHHAs). 3TO NO3BOMUT
CKOPPEKTMPOBaTb Tepanuio U YMEHbLLIWTb CTEMNEHb MOCNeayto-
Lero NporpeccupoBaHnsa MnpoLecca B TKaHSX, BOBIEYEHHbIX
B BOCManuTeNbHbIM npouecc [60-62]. JoctonHcTBamu Y3U
ABNAOTCH OTHOCWUTENbHANA AelleBU3HA U AOCTYMHOCTb BbIMOHE-
HWS B PYTUHHOM KIMHUYECKOW NPaKTUKeE, YTO AeNaeT ero TeCToM
NepBON IMHWUMU 191 OLIEHKM PacnpoCcTpPaHeHHOCTM o4aroB.

MarHnTtHo-pe3oHaHcHasi Tomorpapus (MPT) ¢ KOHTpacTu-
pOBaHMEM MOMET ObiTb MCMOSb30BaHa A/ OLIEHKM pacnpo-
CTPaHeHWs MOBPEXAEHUW Y MaLMEHTOB C JIOKaNW30BaHHOM
cknepoaepmuent [4, 11]. Mpu nomolum MPT ¢ KOHTpacTMpoBa-
HMEM MOMHO TOYHO OLIEHUTb o4aru, pacrnpocTpaHsioLuecs
Ha KOXY, XMPOBYIO TKaHb, MbILLLIbI, CYXOXMUSIUS U KOCTH, B TOM
yucne CyGKIMHUYECKME U B PaHHMX cTaausix. Tak, no pesynb-
Tatam MPT y 43 B3pocC/abiXx MNaUWEHTOB (CpeaHwuy BO3pacT
42 ropa) ¢ NOKanM30BaHHOW cKnepoaepmuen (9 ¢ ovyaroBomn
nnu rnyéokon dopmon, 19 ¢ nuHenHon, 12 ¢ pacnpocTpaHeH-
HOM, 3 C MaHCKIEPOTMYECKOW CKIEePOAepMUEN) MOpaKeHUs
OMOpPHO-ABUraTeNbHOro annapata o6Hapy*eHbl B 74% cnydaes
(y 96% naumeHToB C CyCTaBHbIMW WAW MbIWEYHBIMU CUMM-
Tomamu, y 38% naumeHToB 6e3 Takux cumnTomoB) [63, 64].
AHanNOrMyHbIX UCcneoBaHui € yHacTMEM AETEN C OBEHUIbHOM
NOKA/IM30BaHHOMN CKIepoaepMmUen He MpoBOAUIIN.

OcTaeTcs HESICHBIM, B KaKOM MOMEHT 3a6oneBaHns MOryT
nopaxkaTbCsl rMyboKMe CTPYKTYpbl, HO O4eBUAHO [4], 4TO npwu
6onee rnyboKnx NopaxeHnsaX TKaHen TaKTUKa BeaeHus 60/1b-
HbIX 3HA4YMUTENbHO MeHseTcs. Ha Haw B3rnaa, MPT ¢ KoHTpa-
CTUPOBAHMEM TMOKa3aHa AEeTAM B Ciyyasx JIMHEWHOW CKue-
poAEPMUM, NIOKANIM30BAHHOM B MPOEKLMU cycTaBa, M Mpu
rNyGOKUX U MaHCKNEPOTUHECKMX HDOpPMaXx CKIepPOAEPMMM, KOr-

Puc. 3. YnbTpasByKoBas KapTWHa aKTUBHbIX O4aroB I0BEHWTbHOM
NOKaNM30BaHHOM CKNepoaepMumn

Fig. 3. Ultrasound picture of active foci of juvenile localized
scleroderma

[la BEPOSATHOCTb MOBPEXAEHUS TMYOUHHBIX CTPYKTYP 3Hauu-
TeNbHO nosbllwaeTtcs [3].

Y [neten co CKNepoaepMUeE KpaHuModaLlmManbHON 06nactu
yalle pasBuWBalOTCA HEBPOJIOTMYECKUE HapyLleHWs (Cyaopo-
rM, ronoBHble 601, COCYAUCTbIE aHOMaNNK, NOBeAEHYECKNE
W3MEHEHUS), PETUCTPUPYIOTCA MNATONOTMYECKUE OTKIOHEHUSA
No AaHHbIM HEMPOBU3yaU3aLMOHHbIX UCCNEefOBaAHUI U 3NeK-
TpoaHuedanorpammbl [3]. NB! Bcem aetam co cknepoaep-
MWen Mno Tuny «yaap cabnw», cuHapomoM [lapu—Pombepra
nokasaHa MPT ronoBHoro mosra npu nocTaHoBKe AnarHosa
W NpU pas3BUTUN HEBPONOTUYECKUX cumnTomoB. Ha MPT moryt
BbISIBNATbCA KanbUWPUKaTbl, MU3BMEHEHUS 6GeNoro BelecTsa
roON0BHOI0 MO3ra, cocyaucTble mansdopmMaLlum, onmcaHsl ciy-
Yau BaCKynuTa COCyAoB rofioBHOro mMosra (puc. 4) [65]. Mpu
pasBUTUM CyAOPOT NoKasaHa afiekTpoaHLedanorpamma [45].

[N OLUEHKM aKTUBHOCTU KOXHOIO MOpParKeHWs MOXET
OblTb MCNONMb30BaHa MHppaKkpacHas Tepmorpadus. MeToa
MMeET BbICOKYIO 4yBCTBUTENbHOCTb (92%), HO cpeaHui ypo-
BeHb crneumdunyHocTn (68%) npu onpeaeneHum akTMBHOCTU
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Puc. 4. OvaroBoe nopaxkeHve 6enoro BeLlecTsa rojjoBHOro Mo3sra
y NauMeHTa C JIOKaM30BaHHO cCKiepoaepMuen

B nepuop6utanbHoi o6nacTu: pesynsratel MPT

Fig. 4. Local lesion of the white matter of the brain in patient with
localized scleroderma in periorbital area: MRI results

lpumedaHue. CTpenKon oTMedYeHo n3meHeHne 6enoro BellecTsa
rosoBHOro mo3ara. MctouHuk: Paynos PK. 1 coaBsT., 2020.

Note. Arrow shows changes of the white matter of the brain.
Source: Raupov R.K. et al., 2020.

KOXHOro nopaykeHus y aeten [66]. JIOXKHOMONOXWUTENbHbIE
pesynbraTbl OblN CBA3aHbl C TEM, HTO LIUTENbHO CYLLECTBYIO-
LMe oYaru ¢ BblparKeHHOM aTpodUen KOXKM, MOAKOKHO-KMPO-
BOM K/EeTYaTKM U MbllL, 06nagatoT 60/blien TeNI0NPOBOAHO-
CTbl0 U3 6osiee rMyBOKMX TKaHEeW 1 NOXKHO PaCLLEHUBAIOTCA KaK
HopMasbHble [67].

[aHHble KIMHUYeCcKoro o6cnefoBaHnsa MOryT 6biTb apxu-
BMPOBaHbl AN MNocneaylolen KoAMYeCTBEHHOM OLLEHKHM
B AMHaMWKe METOLOM KOMMbIOTEPHOro noacyetra 6annos
(computer scoring system) [68]. lNpu 3TOM NPOU3BOAUTCS
n3MepeHne Kaxaoro odara cknepogepmuu. lpu pacyete
nnowaan nopaxKeHHow 06nacTu y4yuTbiBaeTcs PocT pebGeH-
Ka, 4YTO MO3BONISET KOHTPONMPOBATb aKTUBHOCTb U AMHAMMKY
NOBPEXKAEHUS C TeYEHNEM BpeMeHU [68].

Buoncusi M rucTonorM4ecKkoe MccrefoBaHUE KOXKMU,
Kak npaBuno, He TpebyloTcs ANs yCTaHOBEHMA AMarHosa
/IOKaNM30BaHHOM cKnepoaepmMun. TeM He mMeHee B aTu-
MUYHBbIX CNyYasix peKomeHAoBaHa MNyHKLUMOHHas 6Guoncus
avameTpom oT 3 O 6 MM, MpeanoyTUTeNbHO Ha rpa-
HULE 9pPUTEMATO3HbIX WU3MeHeHWin [45]. TMpu rnyboKown
reHepanM30BaHHOW NIMHEMHOW CKNEPOAEPMHUU WK MpwH
NoJO3PEHUN Ha 303UHOPUNBHBIA dacuMUT pPeKoMeHLoBa-
Ha 9KCLM3MOHHAs OGMOMCHUS KOXM C MOLKOMXKHO-XKMPOBOWM
KneTyaTKOM. [MCTONOrMYecKylo KapTuUHY Bcerga cneayet
MHTEPNPETUPOBaTb C YY4ETOM KIMHUYECKUX MPOSIBAEHUNA,
T. K. MMKPOCKOMMUYECKNE UBMEHEHNS NPU NTOKaNU30BaHHOWM
CK/IepoaepMuUn MOryT HanoMWHaTb TaKOBblE MPU CUCTEM-
HoW ¢dopMe. [MCTONOrMYecKoe uccnegoBaHue MNO3BONSET
oueHnTb da3y 3aboneBaHus (paHHAS = BocnanuTeNbHas,
no3aHsAs = GpubpoTUYeckas) u ryounHy nopaxeHus. PaHHAs
dasa xapaKtepusyeTcsi NAOTHOM MNepuBaCKYNSPHOM BOC-
nanuTenbHOM UHPUIbTPALMEN CeTHaATOro (PETUKYNSPHOrO)

Puc. 5. MNposiBNeHnsi CUCTEMHOW CKnepoaepMun (cuHapom PeitHo)
Fig. 5. Signs of systemic sclerosis (Raynaud's phenomenon)

lNpumevarme. A — deHomeH PeitHo, b — M3bA3BNIEHNA KOHYMKOB
2-ro 1 3-ro nanbues. UctoyHuk: Paynos PK. u coast., 2020.

Note. A — Raynaud's phenomenon, b — ulceration of the 2nd and
3rd finger tips. Source: Raupov R.K. et al., 2020.

CNosl AepMbl, MHOTAA C pacnpocTpaHeHWEM Ha MOLKOXKHYIO
Knet4yatky. MHdMNbTpaThl B OCHOBHOM MNpeacTaBieHbl TUM-
dounTamu, Npu 3TOM YacTo NPUCYTCTBYIOT MaasdMaTUyecKkune
KNETKM, TMCTUOLUTLI, MOTYT OGHapYXMnBaTbCH 303MHODUNbI
[4, 69]. KOBeHUNbHble GOPMbI CKIEPOAEPMUU XapaKTe-
pU3yloTCs OTCyTCTBMEM AepMasbHbix CD34+ AeHAPUTHbIX
K/IETOK M MOBbIWEHHbIM KonnyectBoM dakrtopa Xlllal+ gex-
npoumnToB B 30HE dnbposa [70]. TakKe oTMevatoTcsa yTos-
WeHWe KOnareHoBblX BOMIOKOH M OTEK B BEPXHeW YacTu
aepmbl. Mo3gHas dasa xapaKTepuayeTcs CKIepo3upoBa-
HMEM [epMbl C pasperKeHUeM CTPYKTYP MPUAATKOB KOXM.
OKKPMHOBbIE NOTOBbIE KeNe3bl aTpodUYHbI U «3amypoBa-
Hbl» KonnareHoM. CTeHKM MENIKMX KPOBEHOCHbIX COCYAOB
yTonweHbl. BocnanutenbHaa MHOUALTPaALMA He BblpaxKeHa,
KofilareHoBble BOMIOKHA YNOTHEHbI [4].

AUODEPEHLUAJIbLHAA AUATHOCTUKA

CuctemMHasn cKkiepoaepvus

HecMoTps Ha 3HauYUTENbHbIE Pa3nnyKs, YacTo y NaLneHToB
C NOKaNn30BaHHOW cKiepogepMuert HeO60CHOBAHHO UCKIIO-
4yaeTcsl CUCTEMHas CKIEPOAEPMUS U BbIMOHSAETCS 6onbluoe
KONMYEeCTBO M3ObITOYHbBIX AMArHOCTMYECKMX npoueayp [45].
Hanb6onee paHHUMK NPU3HAKaMH, XxapaKTepHbIMU 41 CUCTEM-
HOM CKIEepoAEepMUK, SBASIOTCH WM30/MPOBaHHbIN deHOMEH
PelnHo (puc. 5), NONOXKUTENbHbBIM TUTP aHTUHYKIeapHOro dak-
Topa W UBMEHEHNS KanunaspoCKONMUM HOITEBOIO floXa. CnycTa
MecsLbl U roAbl pa3BUBatOTCS OTEK danaHr KUCTeN ¢ nocneny-
IOLLMM YTONLEHWEM W CTATMBAHUE KOXM NanbLEB PyK, BOBe-
YeHWeM Ninua, NoSIBNEHNEM TeNeaHTMIKTa3ni 1 BOBNEYEHNEM
BHYTPEHHMX OpraHoB. M3-3a HecneunduUYHOCTU NPOSIBNEHUN
60NE3HM U MELSIEHHO NPOrPECCHPYIOLLErO TeYEHNS NOCTaHOB-
Ka IMarHo3a MOXeT 3aTAaHYTbCS Ha roapl [67].



MHorga paHHWe NPOSIBNEHUS CMCTEMHOM CKIEpPOAEepMUKU
MOMYT MacKMPOBaTbCS NOJ IOBEHWIbHbIA MOAMAPTPUT: Nauu-
€HTbl UMEIOT OTEYHOCTb KUCTEW M CTOM. STU CUMNTOMbI NEPCH-
CTUPYIOT 40 MOSIBAEHUS MHAYPALIMM KOXMK K Bonee cneunduy-
HbIX MPU3HAKOB.

KoxHble WM3MeHeHWs pa3BMBalOTCH B ONpeaeneHHomn
nocneAoBaTelbHOCTH, Ha4YMHas C OTEKa, 3a KOTOPbIM CneaytoT
YNAOTHEHUE W, B KOHEYHOM cyeTe, aTpodums. Bo Bpems cKie-
pOTUYECKOM da3bl KOXa MpMoGpeTaeT BOCKOBYIO TEKCTYPY,
CTaHOBWTCS MNOTHOM U CBA3AHHOMN C MOAKOMXKHbIMU CTPYKTypa-
MU. 3TO 0COGEHHO 3aMETHO Ha MasiblLiax KUCTEN (CKNepoaak-
TUAKS) U Ha NnLe (MackoobpasHoe Nnuo). TeneaHrnakrasuu
MEHEee XapaKTepHbl 415 AeTen, 4em ans B3pocnbix [67]. Mpu
NaHCKIEPOTUYECKOM U TNYBOKMX dopMax IOKaIM30BaHHOM
CKNepogepMuu nauueHTbl O4eHb PeaKo MMeT GpeHOMEH
PeiiHO M He pa3BMBalOT MOPaXKEHWS BHYTPEHHWUX OpPraHoB
B OT/IMY4MM OT CUCTEMHOW cKiepoaepmun [45]. N3meHeHus
Npv KanuaaspocKonMM HOITEBOTO JI0Xa BKIKOYAIOT paclumpe-
HWE Kanunaspos, «NoTepto» Kanuanspos, MUKPOreMopparmu
1 pa3BeTBEHME Kanunnspos (puc. 6) [71, 72].

Ha KoH4MKe nanbLeB B peaynbrate UWeMUKU aUcTanbHOM
apTepPUN BO3HMKAIOT TOYEYHble A3Bbl, U3BA3BAEHUS W [aH-
rPEHO3HbIE U3MEHEHUS (CM. puc. 5, B). MNoaKOXHbIe KanbLu-
duKaTbl, 0COGEHHO Haf NIOKTEBbLIMU, MACTHO-PanaHroBbIMU
W KONeHHbIMUK cycTaBaMu, BeTpeyatoTesa y 1/5 nauneHTos [73].

YTPEHHSA CKOBAHHOCTb, apTpanrMm U apTpUT 4acTo ABNS-
t0TCS HaYabHbIMW MPOSIBNEHUAMMU 6ONE3HU. APTPUT U MUOSUT
BbIABNAOTCA ¥ 1/3 60MbHbIX B Ae6OTE M MOTYT NpeaLecTBo-
BaTb AMArHOCTUKE CUCTEMHOWM CcKepoaepmum [67]. OCHOBHble
pas3nnyns NIOKaaM30BaHHOM M CUCTEMHOW CKIepogepMuu
npeacTasieHbl B Tabin. 2.

IOBEHUNbHBbIN MAMONATUYECKUIA apTPUT

MHoraa rnyb6okue GopMbl NOKaNM30BaHHOW CKIepoaepMmm
NPOABAAOTCH KOHTPaKTypamu CycTaBOB, apTpanrusimu, CUHOBK-
TOM, B HEKOTOPbIX C/y4asix UMEOT NOMOXKMUTENbHbIN peBMaTONa-

Puc. 6. Kanunnsapockonusa HOFTeBOro NoXa nauneHTa

C IOBEHU/IbHOM CUCTEMHOM CKnepoaepmMmuen

Fig. 6. Nail fold capillaroscopy in the patient with juvenile systemic
sclerosis

lMpumevaHne. Busyannuanpyrotca netin chopMmnpoBaHHbIX
Kanunnapos, eANHUYHbIE TUFaHTCKUE Kanuinsapbl, MHOXECTBEHHbIE
pacwupeHHble Kanuniapbl, eMHUYHbIE remopparuu,
HeoaHrnoreHes, y4acTKM aBacKynapusaunu B Tex MecTax, rie ectb
ruraHTckue Kanunngapbl. UctouHunk: Paynos PK. 1 coasr., 2020.
Note. Capillary loops, single large capillaries, multiple dilatated
capillaries, single haemorrhages, neoangiogenesis,
neovascularization areas near the large capillary were revealed.
Source: Raupov R.K. et al., 2020.

Hbl GaKTOP M MOTYT OLWMBOYHO TPAKTOBATLCS KakK IOBEHW/bHbIN
namonaTMyeckun apTput [74]. B Takux ciydasx o6HapyKeHue
AHTUIMCTOHOBBIX @HTWUTEN, rMNepraMMarnoGyMHeEMUU U 303U-
HODWUNUK, XapaKTEPHbIX ANs MMyGOKMX TUMOB NOKaNN30BaHHOM
cKnepoaepmuu [4], NOMOXET NOATBEPANTL ANArHoO3.

Ta6nuua 2. OTINYNS NOKANM30BAHHOW Y CUCTEMHOM CKIepoaepMUM Y AeTel (aganTupoBaHo u3 [7])
Table 2. Differences between localized scleroderma and systemic sclerosis in children (adopted from [7])

°  KOXM
® MOAKOXHOWM KIEeT4aTKM
OvaroBasi noTepsi BOOC

Xapakrtep YHunatepanbHoe (419 TMHENHON CKNepoaepMmMm) BunaTtepanbHoe, CUMMETPUYHOE
KOXHOro [iByCTOpOHHEE U pacnpocTpaHsioleecs BoBieYeHne npu | MNopaxaloTca AUcTanbHble KOHEYHOCTH, 04aru HenpepbIBHbI
nopaxeHus NaHCKNEPOTUYECKOM U reHepannM30BaHHOM CKiepoaepMun | PelKo nopaykaeTcs Koxa CnuHbl
Oyarv AUCKPETHbI, 3@ UCKNTIOYEHNEM THXKENBIX
MNaHCKIEPOTUYECKON U reHepann3oBaHHOM Gopm
Oyarv cnegytot AiMHMAM bnawko
N3MeHeHUs YtonuweHue YronuweHue
KOXHM JputeMa 1 GMONETOBLIV BEHYMK B0o3MOXKHO NosiBNEHUE 3pUTEMBI, 3yAa C OTEKOM KUCTEMN
OucnurmeHTaums OucnurmeHTaums
M3meHeHWe no TUNy BOCKa, rMajKas TeKcTypa TeneaHrnakrasuu
MecTHoe noBbilleHWe TemnepaTypbl KanbLunHo3
Atpodua B 061aCTH 04aros: Atpodus:

o anddysHaa aTpoPus KoK

® [uruTasnbHble A3Bbl

deHomeH PeitHo

MN3MeHeHNs KanunisapoB HOTTEBOIO JIOXa (KanunnsgpocKonums)

AytoaHTuTena | AH® nosbiweH B 50% cnyyaeB

AH® noBblleH y BCEX NALMEHTOB
BbigBnsioTca cneumduyeckme aHtutena ¢ NporHOCTUYECKUM
3HaveHneM

BHeKOXHble
NPosiIBIEHUs | OTAENbHO OT o4Yara CKiepoLepMun
rnas, roloBHOro Mo3ra, 3y604entoCTHOM CUCTEMBI
HelponaTtus, ronoBHble 60511, Cya0pPOrU

MopaxeHune cycTaBoB. APTPUT MOXKET JIOKaIM30BaTbCA

Mpun ovarax B 061acTH rofioBbl NMOBbLIWEH PUCK NOpaXxeHus | no-/ammmus

MopaeHue cycTaBoB, B 0CO6EHHOCTH NasbLes
OrpaHuyeHne OTKpbIBaHWs pTa

MopakeHne BHYTPEHHUX OpraHoB (nerkue, cepaue, KT, noyku)
Peako HeBponornyeckue HapyLeHus

MpumevaHne. AHO — aHTUHYKNeapHbI dakTop, KT — Kenyao4YHO-KULWEYHbIM TPaKT.

Note. AH® — antinuclear antibody, }XKT — gastrointestinal tract.

N
)
z
~
()]
~i
>
~
o
AN
o
AN
~
o
2]
=
<
a
w
o
[
z
w
e
e
=)
o

BOMNPOCbl COBPEMEHHOW NEAUATPUMU / 2020 / TOM 19 / N2 2



Exchange of Experience

OGMeH onbITOM

CKepo3upyloLnii TMXeH

Y [eBOYEK NPosBASETCH 60/1bl0, 3yA0OM U ¥KEHUEM B 06na-
CTW NPOMEXHOCTU (FeHUTanbHbIN nuxeH). Ausypusa u MecT-
HOe KpOBOTEYEHWEe MOryT BO3HUKaTb WM3-38 TPEeLMH KOXM
BLIO/Ib MOPaXeHHbIX y4acTKoB. Oyaru pacnonaratoTcs B obna-
CTW MasiblX NOJSIOBbLIX MY6, KIMTOPAbHOrO KamnkowoHa 1 nepu-
aHanbHOW o6nacTv M nNpeacTaBnsAtoT cobow GenecoBatble
nanynbl, TOHKME GAAWKKM M aTpoduyeckme naTHa. Ha BynbBe
4acTo OBHapy)MBalTCA 3KXMMO3bl. B pganbHeiwem moryt
pa3BMBaTbCSA TMNEPNUrMEHTaLMs, 3p03UnN U UIbA3BIEHNS.
Y ManbynKoB NposiBASeTcs Kak dUMOo3. JKCTpareHuTanbHblM
nuxeH (20% Bcex cryqaeB CKIIePO3UPYIOLLErO SIMXEHa) MOXET
nopa<atb 106yl0 YacTb Tena, HO Yalle JloKannsyeTtcs B obna-
CTW cnuHbl, rpyau. Odarn mumetoT Bua Gnectawmx dapdopo-
BO-6€e/1bIX NIOCKMX Nanys, KOTopble cnMBatoTcs B 6a51WKK. Oyar
MOXET OblTb OKPY)KEH (GMONeToBbiIM Opeonom. B panbHew-
WeM o4yarv MOoryT NpuMBOAWTL K PyOGLIOBLIM U3MEHEHUSAM. [1pn
JIOKaNM30BaHHOW CKNEPOAEPMUN PEAKO noparkaeTcs o6nacTb
NMPOMEXHOCTU, U o4arn WMMeloT 6enecoBaTO-KeNTbIn LBET.
Coobuianocb 0 cnyyasx COCyLLIECTBOBAHWUS JIOKannM30BaHHOM
CKIEPOEPMUN U CKNEePOoaTPODUYECKOro NnxeHa [75, 76].

Butunuro

Butnnuro npeacraBnsier co60M CMMMETPUYHbIE Lenur-
MEHTUPOBaHHbIE MATHA MOJIOYHO-6E/10r0 LBETa C YETKUMMU
rpaHuLamu, KoTopble MOTYT YBEMYMBATLCA B pasMepax
n cnuBatbes. OT NIOKann30BaHHOW CKIePOAEPMUN BUTUIIUIO
OT/IMYaET OTCYTCTBUE YNNIOTHEHUS U aTPODUM KOXM [77].

XpoHuueckuin aTpopuvecKuin akpogepmaTuT

XPOHUYECKMI aTPOPUUYECKUN aKpoaepMaTUT SABNseT-
cs no3aHuM nposiieHnem Jlavm-6oppenvosa. Yaue Bcero
HabloaaeTcst HECMMMETPUYHOE NopaXKeHMe pasrnbaTenbHbIX
NMOBEPXHOCTEN KOHEYHOCTEN. BocnanutenbHasa cTagmns nposis-
NIIETCS 3PUTEMOMN M OTEKOM, @ B MocneayiolemM ConpoBoXia-
eTcs nporpeccupyowmnm Gnubpo3om 1 atpodmen Koxu. Koxa
CTAHOBWTCS TOHKOM, NIMWIEHHOW MPUAATKOB, C GUONETOBbLIM
OTTEHKOM. MoryT oTMeyvaTbCs napecte3aunn. [JuarHo3 ycraHaB-
/IMBAETCA Ha OCHOBaHWM aHamHe3a (YKyC Kielen, MUrpmpy-
oLas apuTeMa) M pesynbtTatoB N1abopaTopHbIX UCCNeL0BaHNUM
(ceponorunyeckoe ncecnefosaHue U BecTepH-60T) [78].

Bon4yaHO4YHbIA NAHHUKYNUT

BonyaHOYHbIM NaHHWKYIUT cnegyeT anddepeHumnpoBaTb
OT JIMHENHON U rNYBOKUX Gopm cKriepogepmmun. OH accouu-
MpoBaH C aTpoduer MOAKOXKHOW KNeTyaTKM W MHAypauurewn
KOXMW. MoxeT pacnonaratbCs Ha Nvue, pasrvbaTesibHblX
NMOBEPXHOCTAX Npeanieynn u groguuax. Ecnm naHHUKynuT
COMPOBOXAAETCA UBMEHEHUAMM Ha KOXE, CXOAHbIMU C AUC-
KOMAHOM KpPacHOM BONMYAHKOMW, OH NErko OTMYMM OT JIOKa-
NIN30BaHHON cKepoaepmun. [pyv OTCYTCTBUU KOMKHbIX
3M1EMEHTOB OT/IMYUTENIbHBIMU NMPU3HAKaMK ABNSIOTCA 60/1e3-
HEHHble MOAKOXHble 06pa30oBaHUsA, OTCYTCTBME MOparke-
HUS MbIWL, U KOCTEW, o4arn He cneaytT AnHUSM bnawko.
[McTonornyeckas KapTnHa NpeacTaBaseT cobon BocnaneHune
N HEKPO3 }KMPOBOW TKaAHWU, HEUTPOPUNBHYIO N NUMPOLUTap-
HYI0 MHOWUNBLTPALMIO, YTONWEHME COCYANCTbIX CTEHOK, OT/IOXe-
HUS TMaJMHU3UPOBAHHOIO KosiareHa, 6osnee crapblie o4aru
MOTYT cofepaTb KanbumdukaTbl. [1pr UMMYHOrMCTOXMMUYE-
CKOM unccnegoBaHun B 60—70% BbISIBNAOTCA BOMYAHOYHbIE
aHTuTena n C3-komnnemeHr [11, 79].

3AK/TIOYEHME

B crtatbe oTpa)keHbl COBPEMEHHble MpeacTaBneHus 06
aTMonaToreHese, AvarHocTvke, avddepeHumnanbHOn auar-
HOCTUKE OBEHUNbHON JIOKaNIM30BaHHOM CKIepoaepMuu.

BaKHbIM acnexkTtoMm npu BeAEHUU OETEW C IOBEHUIbHOM
JIOKaNIM30BaHHOW CKIepodepMuen aBnseTcs Konnadopa-
LUMS AETCKMX PEBMATONOMOB M AepMaTonoros. [lMarHoctvka
IOBEHUNBHOW NOKanM30BaHHOW CKIepoaepMMU OCHOBaHa
Ha KAMHMYECKUX JaHHbIX, B PEAKMX Cnydasx TpebyeTca 61on-
CUS KOXXM U Npuaerarwmnx TkaHewn. JlabopatopHble nccneno-
BaHWA AN9 NOATBEPHKAEHMA AMarHo3a 06bl4HO He TpebytoTes.
Mpn OTKNOHEHMM pe3ynbTaToB NabopaTopHbIX MccnenoBa-
HUM OT pedepeHCHbIX NMPeaenoB PEKOMEHAYETCA KOHTPOb
B AMHaMKKe. OnpegeneHune ayToaHTUTEN B PYTUHHOM NpPaKTK-
Ke He NoKa3aHo, T.K. OHM He ABAATCH cneunduUyHbIMK Ans
IOBEHU/IbHOW NOKaNM30BaHHOW CKIEPOAEPMUU, U He cylle-
CTBYET AOKa3aTeNbCTB CBA3M MEXAY Hanuyumem aHTuten
M aKTMBHOCTbIO 60Me3HU. HeT u foKa3aTtenbCTB natoreHe-
TUYECKOW ponun 6oppenuu, NoaToMy pyTMHHOe obcnenoBa-
HWE Ha B6OpPeNno3s, Kak U neyeHMe aHTMOUOTUKAMKU MEHMU-
LUMIZIMHOBOrO psja, He nokasaHo. OpraHHoe BoOBfeYeHue
He XapaKTepHO AN19 IOBEHWUIbHOW JIOKANM30BaHHOW CKIEpo-
LEPMUK, B OTIMYNE OT CUCTEMHOM CKNEPOAEPMUN, U HE Tpe-
OyeT MOCTOSHHOIO CKPWHWHIa, B OTIMYME OT MOParKEHWUM
cycTaBa, a3, rofloBHOro Mo3ara (Npu CKNepoaepmMum Inua).
OueHKa aKTMBHOCTU 3ab0/ieBaHUA KPUTUYECKM BaxKHa npu
AWHAMUYECKOM HabNOAEHNUN, NS Yero MOryT GbiTb UCMONb-
30BaHbl WKana LOSCAT n MHCTpyMeHTanbHble METOAbI Ana-
rHocTukm (Y3U, MPT).

WHO®OPMUPOBAHHOE COINACHUE

OT poauTenen nauneHToB, doTorpadmun KOTOPbIX NpUBeE-
[eHbl B CTaTbe, MOay4eHO MHOOPMUPOBAHHOE MUCbMEHHOEe
cornacvMe Ha WX Mcnonb3oBaHWe Ans y4ebHOro npouecca
M B HayyHbIX Lensx 6e3 yKasaHWi nepcoHanbHbIX AaHHbIX.
doTorpadmmn HUKHUX KOHEYHOCTEW NaLMeHTa caenaHbl B Npu-
CYTCTBUU poauTenen.
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MPUNOXEHMUE

LLikana, oueHuBawLWasn KoOXy NpuU JIOKaM30BaHHOM CKepoaepMumn
(Localized Scleroderma Cutaneous Assesment Tool, LOSCAT)

mLoSSI — Localized Scleroderma Skin Activity Ind

LoSDI — Locailized Scleroderma Skin Damage Index

WUHAEeKC aKTUBHOCTH KOXHOIO NopaKeHus
NPH JIOKaNM30BaHHON CKNepoaepMUu

WHAeKc noBpeXAeHUN KON
NPy IOKaNM30BaHHOW CKepoAepMUHn

JNokanuzauus HoBbivi oyar / | dputema YTonweHune Koxun | ATpodus gepmbl | NMogKkoxHasa atpodus vno- /
yBenuyeHue runepnurmeHTaLms
pasmepa 0 = HeT 0 = HeTt 0 = HeTt 0 = HeTt
ovyara 1 = 6negHo- 1 = nerkas 1 =6neck Koxu | 1 = nerkas (noteps 0 = HeTt

po3oBas 2 = ymepeHHas 2 = BUauMMmble 1/3 NOAKOMHO- 1 = nerkas
O =HeTt 2 = po30BoO- 3 = BblpaXKeHHas | cocyabl YMPOBOWN KETHaTKM) 2 = ymMepeHHas
3=pa KpacHas 3 = 3anageHue 2 = 04EeBUAHO 3 = BblpaXeHHas
3 = TemMHo- no Tuny 3anageHue (1/3-2/3
KpacHas / «OTBECHOM NOAKOXHO-XXMPOBOKN
duonetosas CKanbl» KNneTyaTKu)
3 = rnyb6oKne BnaauHbl
(>2/3)

Nnuo

LWes

Ipynp

HKusot

BepxHsis yactb
CMUHBbI

HuHs9 YacTb
CMUHBbI

Mneyo

Mpeanneybe

Kuctb

CnpaBa

beapo

foneHb

Crona

Mneyo

Mpeanneybe

Kuetb

CneBa

beapo

foneHb

Crona

O6wmn 6ann mLoSSI (akTMBHOCTb)

BALLI aKTMBHOCTM NO OLIEHKE Bpaya

LosDI (moBpexaeHue)

Lol [+l 2 [a[] Ja] [s] [ef [7] [&8] [of [10]
AKTMBHOCTH HET Max aKTMBHOCTb
BALLl noBpexkaeHus Mo oLeHKe Bpaya

Lol [+l 2 [a[] Ja] [s] [ef [7] [&8] [of [10]

[MoBpexaeHusa HeT

KommeHTapum:

Max noBpexaeHue
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MeHMHroKoKKoBasi MHGEKLMS SIBASIETCS] aKTyasbHOM npo6s1eMol 3paBoOXpaHeHNUs B CBA3M C MOBCEMECTHbIM Pacpo-
CTpaHeHMEM, COXPaHSIoLLENCs BbICOKOH 3ab60/1eBaeMOCTbIO, TSXKENIbIM TEYEHUEM U BbICOKMM PUCKOM JI€Ta/IbHOr0 UCX0Aa.
BakuuHaumsa HaceneHus Poccurickorn ®enepalmm noanBaieHTHON BaKLMHON K MEHUMHIOKOKKam ceporpynn A, C, W, Y B pam-
Kax pernoHasibHbIX MporpamMm MMMyHU3aL MM paHee He u3dydasnack. B cTaTee npuBeaeHbl pe3yibTaTbl 3MUaeMUoI0rM4ecKoro
aHanunsa cutyalmm no MEHMHrOKOKKOBOM MHpEKUMU B TIOMEHCKOH ob1acTu U Simanio-HeHeKoM aBTOHOMHOM okpyre (IHAO)
B 2014-2019 rr. Nony4eHHble AaHHbIe 6blM MUCMOIb30BaHbl [/15 pa3paboTKu cTpaTteruv UMMYHU3aUumM npoTMB MEHUHIO-
KOKKOBOW MHMEKLMN B paMKax PEernoHaabHOro KaaeHaaps npvMB1MBOK B TIOMEHCKOM 06/1aCcTu U PErMoHaslbHbIX NporpaMmm
nMmmyHu3aLmm B AHAO. lNpeactaBieH KIMHUYECKNI Cllydan TSXKEN0ro Te4eHns MEHUMHIOKOKKEMUU C OC/TOXKHEHMUSIMU, onuca-
Hbl KIMHUYECKME COCTOSIHUSI U CUHPOMbI, C KOTOPbIMU CTa/IKMBAIOTCS BPAYM-MHTEPHMCTLI NPUY Teparnum naymeHToB ¢ reHe-
pann30BaHHbIMU popMaMU MEHMHIOKOKKOBOW MH(EKLIMMU.

KnioyeBble cnoBa: anvaemMmonorusi, MEHMHIOKOKKOBAasi MHQEKLMS, reHepain3oBaHHas popma, BaKLMHaLUS, MNOJIUBaSIEHT-
Hasi BaKLMHa, pernoHasbHble nporpamMmabi
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AKTYAJIBHOCTb CcTpupyeTca nopsaka 5 MAH cnyd4aeB MEHWMHTOKOKKOBOM

Mpo6nema pacnpocTpaHeHUs MEHWUHITOKOKKOBOW WH-
PeKUUn ocTaeTcss aKTyanbHOM BO BceM Mupe. 310 06y-
CNOBNIEHO TPYAHOCTAMM 3MNUAEMMONONMYECKOrO HaA30pa,
NabopaToOpHOro KOHTPOJA, CEPOSIOrMYECKOM pa3Hopoa-
HOCTbIO BO36YAUTENS, MHOrO06pa3nemM UCTOYHUKOB UHOEK-
UMM U MHTEHCUBHBIMW MUTPaLMOHHBIMK Npoueccamu [1].
XapaKTepHON OCOGEHHOCTbIO TeYEHUS MEHWHIOKOKKOBOM
MHDEKLMM ABNAETCH BbICOKMIA PUCK PasBUTUS KPUTUYe-
CKMX COCTOSIHMI B nepBble 4Yacbl ee MaHubecTauum [2].
Mpn 3TOM cocTosiHMe 6onblIMHCTBA (86%) GOMbHbLIX reHe-
pannM3oBaHHbIMM GOPMaMU MEHUHTOKOKKOBON MHOEKLIUU
TpebyeT MHTEHCMBHOW Tepanuu B YCIOBMUSAX OTAENEHUN
peaHumaunn [2, 3]. B HacTosllee Bpems B MWpe peru-

MHPEeKUMn B rog n oKosio 300 TbiC. CMEPTENbHbIX UCXOO0B
OT 3TON npuiunHbl [4]. Y 10-20% nauMeHToB, NEPEHECLLMX
MEHUHTOKOKKOBbIV MEHUHIUT, GOPMUPYIOTCS HEOBPaTUMBbIE
HapYLIEHNS 3PEHUSA, CNyxa, MEHTaNbHOrO PasBWUTUS, 3MK-
NEenTUYECKUN CUHAPOM W Apyrue pacCTpOMCTBa HEPBHOWM
cucTembl [6], NpUBOASALME K CTOMKOMY CHUXEHUIO KayecTBa
MX XU3HKU [5]. OBWKNPHBIE FreMOopparn4yeckne BbiCbiNaHUA
NPU MEHUHTOKOKKEMMM MOTYT OC/IOXHUTLCS Pa3BUTUEM
HEKPO30B, TPEOYIOLWIMX B HEKOTOPLIX Cly4yasx amnyTauuu
KOHEeYHOoCTH [6]. B coBpeMeHHbIX YCNoBUSAX Hanbonee aen-
CTBEHHOM Mepon No 60pb6E C TAXKENbIMU GOPMaMU MEHWH-
FOKOKKOBOM MHOEKLMM ABNSIETCS cneunduryeckas UMMyHM-
3auus HaceneHus.



XAPAKTEPUCTUKA BO3BYAUTENA

MeHHWHTOKOKK (Neisseria meningitidis) — rpamoTpu-
LaTeNbHbIM JUMNIOKOKK, 3allMUEHHbIN OT GaKTOPOB OKPYy-
alolen cpefbl uutoniadMatM4eckon mMembpaHown, cno-
€M MenTUAOINIMKaHa, HapyXHOM KNeTOYHOW MeMOpaHoWn,
cocTosilen n3 6enKos M nunonoancaxapunaos. Hekotopble
MEHWHIOKOKKW JOMOJIHUTENbHO MOKPbIThbI NOAMCaxapuaHon
Kancynon, kotopas n 06ycnoBInMBaET OCHOBHbIE pa3/nyuns
mMexay ceporpynnamu N. meningitidis [7]. Ha cerogHawHumn
[leHb W3BECTHO MO MeHbllen mepe 13 ceporpynn BO3-
oéyautens, n3 HUx 6 — A, B, C, W135, Y, X — vaue apyrux
BbI3blBAlOT MHBA3MBHbIE MEHWHIOKOKKOBbIE 3abosieBaHus
y yenoseka [5].

3MUAEMMUOIOrMSt MEHUHIOKOKKOBOW

WHOEKLUH

BbigensaioT 3 rpynnbl UCTOYHUKOB MHOEKLMK: GOJbHbIE
reHepann3oBaHHbIMM GOpMaMU MEHUHITOKOKKOBOW MHOEK-
UMM (MEHUHTOKOKKEMWUS, MEHWHIUT, MEHWHrosHuedanur,
cMmellaHHasa dopma), 60/bHbIe OCTPbIM MEHUHIOKOKKOBbIM
Ha30bapPUHIMUTOM W «300POBbIE» HOCUTENM — NULa 6e3
KJIMHUYECKMUX NPOSBIEHWI, YCTAHOBEHHbIE TOMIbKO NpH 6aK-
Tepuosiornieckom obenefoBaHuun [7]. Ana annaeMmyeckoro
npouecca MpuM MEHWHIOKOKKOBOW WHOEKLMWM XapaKTepPHO
LUMPOKO pacrnpocTpaHEeHHOE HOCUTENbCTBO (Ha 1 60/SbHOro
npuxoamtcs 2—3 TbIC. HOCUTENEN) U Manas YacToTa KIMHK-
YeCKM BblpaxkeHHbIX Gopm 3ab6onesanus (0,7 Ha 100 Thbic.
Hacenenuns B 2017 r. B Poccuiickon ®eagepaumnm) [6].

B Poccunckon depepaumnn (PP) nocne anuaemuu
1970-X rT., BbI3BAHHOW MEHWHTOKOKKaMu ceporpynnbl A,
M BTOPOW 3NMMAEMUYECKOM BOJIHbI B 1980-X IT., BbI3BaHHOM
MEHWHIOKOKKamu ceporpynnbl B, 3ab6oneBaemocTb reHe-
pann3oBaHHbIMKM GOPMaMU MEHUHTOKOKKOBOW WHOEKLINK

cTabunnanpoBanack Ha ypoBHe 1,6—2,3 Ha 100 Tbic. Hace-
nexHus [8]. B nocnegHue roabl 3a60NeBaeMOCTb MEHUHIO-
KOKKOBOW MHbEKLMEN Ha TeppuUtopum PO npubnanautenbHo
B PaBHOM COOTHOLEHUN O0BYCNOBEHa MEHMHIOKOKKamu
3 ceporpynn — A, B 1 C [9]. Kak npaBuno, HanbonbLlInin
YPOBEHb Cropaguyeckon 3ab60eBaeMOoCTh perncTpupyeTcs
y Aeten B Bo3pacTte oT 3 0 12 mec [3, 6]. B To e Bpems npu
3NMAEMUSAX MEHMHIUTa 3a60seBaeMOCTb BO3pacTaeT cpeau
[eTen CTaplinx BO3PACTHbIX FPYMM, a TaKkKe AuL, MONOA0oro
Bo3pacTta [8]. MEeHUHIUT U MEHUHTOKOKKEMUS COCTaBASAIOT
6onee 80% BCex 3aperucTpupoBaHHbIX ClydyaeB MEHWH-
FOKOKKOBOW MHeKuUnn: Tak B 2017 r. Ha Aot reHepanu-
30BaHHbIX GOPM MEHWMHIOKOKKOBOM WMHOEKLMU MPULLNOCH
82% cny4aeB Bcex GopM 3ab0sieBaHuUsl, B TOM YUCNE Y AeTEN
8o 17 net — 85% [6].

JleTanbHOCTb NMPU MEHWHIOKOKKOBOW WMHpeKuun B PP
no-npexHemy octaeTcs BbiCOKOW. TaK, B 2018 1. B Poccuun
3aperucTpupoBaHo 169 cmepTtenbHbIX Ucxogos M3 790 cny-
yaeB reHepann3oBaHHbIX GOPM MEHUHIOKOKKOBOW WHEK-
UMK, T.e. netanbHOCTb coctaBuna 21% [10]. MNokasaTenb
CMEPTHOCTU MNpW reHepannM3oBaHHbIXx GOpMax MEHUHIOKOK-
KOBOW MHOEKLMM MaKCMMalneH B rpynne Ageter B Bo3pac-
Te no 5 net. B 2018 r. oH NpeBbICU CPEAHMI NOKa3aTelb
[IeTCKOoM cMepTHOCTH B 7,3 pasa u coctaBun 0,8 Ha 100 Tbic.
pnetckoro Hacenenus [10]. bonee yem B nNonoBKHE clyYyaeB
(63%) cMepTb HacTynaeT B NepBble CyTKW B pesysibraTe pas-
BUTUSA MOJIHUEHOCHOM dopMbl 3ab6oneBanHus [11]. C yyeTom
nepecmoTpa MexayHapoaHbIX MeAMKO-CaHMTapHbIX Mpa-
BW/, BCTYNUBWKX B cuay B uoHe 2007 r. [8], B 2008 T.
MEHUHIOKOKKOBas MHbEKLUNA Oblna BHeceHa B llepeyeHb
MHOEKLMOHHbIX (Mapa3uTapHblX) 60n1e3Hen, TPeOYLMX NPo-
BEAEHNUS MEPOMNPUATUI NO CaHUTAPHON OXpaHe TEPPUTOPUHN
Poccuickon depepaunn [12, 13].
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Meningococcal disease is the urgent problem of healthcare due to its widespread prevalence, high incidence, severe course and high
risk of mortality. Vaccination of Russian Federation population with polyvalent meningococcal vaccine for serogroups A, C, W, Y has
not been studied before within the framework of regional immunization programs. The article presents the results of epidemiological
analysis of the situation on meningococcal disease in Tyumen region and Yamalo-Nenets autonomous district (YNAD) in 2014-2019.
The obtained data were used to develop the immunization strategy against meningococcal disease within the framework of the
regional immunization calendar in Tyumen region and regional immunization programs in YNAD. The clinical case of severe course of
meningococcemia with complications is presented in the article. Clinical conditions and syndromes which are common for practice of
therapists during the management of patients with generalized forms of meningococcal disease are described.
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OGMeH onbITOM

AnuaemMunonoruss MEHUHroKOKKOBOM MHPEKL UM

B TiomeHCKOM o6nacTu

Mo gaHHbIM 3a 2013-2019 rr., B TioMeHCKON o6na-
cT1 (B 9 13 38 agMUHUCTPATUBHbLIX TEPPUTOPUIA 061acTH)
€XerogHo pernctpupoBanocb oT 6 Ao 13 cny4yaeB MEHUH-
rOKOKKOBOW WHbeKuun. COOTBETCTBEHHO, 3aboneBae-
MOCTb BapbupoBana B aguanasoHe ot 0,17 po 0,36 cny-
yag Ha 100 Tbic. Hacenewus B rog (tabn. 1) [14].
MMMk 3ab60/eBaeMoOCTM MEHUHTOKOKKOBOW WHGOEKLUen
npuwencsa Ha 2014-2016 rr. B 6onblnHCTBE Cryya-
eB (B 2013-2014, 2016, 2018 rr. — 100% cny4aes,
B 2015 r. — 90%) AnarHocTMpoBanu reHepanM3oBaH-
Hyt0 GOPMY MEHUHTOKOKKOBOW MHdeKuun. N3 69 6onb-
HbIX, 3aperucTpMpoBaHHbIX B MocfiefjHue 7 neT, LeTewn
6bin0 51 (74%), U3 HUX B Bo3pacTe Ao 2 net — 35 (69%),

3-6 netr — 10 (20%), 7-17 netr — 6 (12%). B nepwu-
oAbl 2013-2015 n 2017-2018 rr. cny4anm MEHMWHro-
KOKKOBOW WHbEKUUM cpean noapocTtkoB (15-17 ner)
He 3aperncTpmpoBaHsbl.

ANnaemMnoaoruss MEHUHrOKOKKOBOW UHGEKLIMU

B fimano-HeHeLKOM aBTOHOMHOM OKpyre

OueHuBas AaHHble 3a nocnegHue 7 neT, MOXKHO cae-
naTb BbIBOAbl, 4TO 3a601€BaeMOCTb MEHWHIOKOKKOBOW
MHbEKUMEN Ha TeppuTopun Amano-HeHeuLKOro aBTOHOM-
Horo okpyra (iHAO) 6bina Bbille, YeM TaKoBas Ha Tep-
puTopun TtomMeHcKon ob6nactu (tTabn. 2) [14]. MNMuk 3a6o-
neBaemMocTv npmxoautcs Ha 2018 r. [eHepanu3oBaHHble
$OpPMbl MEHWMHIOKOKKOBOW MHOEKLUMKN BblIM YCTaHOBMEHbI
y 20 (49%) u3 41 3abonesBuwero. Cpean 3aboneBLIMX

Ta6auya 1. 3a60/1eBaeMOCTb MEHUHIOKOKKOBOM UHbeKLMen B TioMeHcKon o6nactv (2013-2019 rr.)
Table 1. Meningococcal disease morbidity in Tyumen region (2013-2019 yy.)

2013 2014 2015 2016 2017 2018 2019
Hacenenune obnactu, abce. 3510683 3546 345 3581293 3615485 3660 030 3692400 3723969
Yucno 3abonesLumx, abe. 6 12 12 13 7 9 10
f:i?gf:i_“"::;‘;em 0,17 0,34 0,34 0,36 0,19 0,24 0,27
BospacTHble rpynnbl (AeTu), net, abe.
0-2 3 9 5 6 2 7 3
3-6 1 2 4 2 1
7-14 1 1 2
15-17 1 1

lMpumedaHue. UCToyHKK: http://iminfin.ru.

Note. Source: http://iminfin.ru.

Ta6auuya 2. 3a60/1€BaeMOCTb MEHMHIOKOKKOBOM MHbeKUuen B Amano-HeHeLkoM aBTOHOMHOM okpyre (2013-2019 rr.)
Table 2. Meningococcal disease morbidity in Yamalo-Nenets autonomous district (2013-2019 yy.)

2013 2014 2015 2016 2017 2018 2019
;'fgf:;*;‘gifm"“o""””O 541 612 539671 539985 534 104 536 049 538547 541 479
Yucno 3aboneswux, abce. 8 4 8 1 7 11 2
3:61‘315332_“"::;;1%” 1,48 0,74 1,48 0,19 1,31 2,04 0,37
BospacTHble rpynnbl (AeTu), net, abe.
0-2 5 1 5 2 4 1
3-6 1 1 1 1 1 3
7-14 1 1
15-17

lMpumevaHune. UcTouHKK: http://iminfin.ru.

Note. Source: http://iminfin.ru.



6bi10 28 (68%) oeTen, U3 HUX B BO3pacTe A0 2 netr —
18 (64%), 3—-6 net — 8 (29%), 7-17 netr — 2 (7%).
B 2015 r. 6bin 3apernuctpupoBaH cny4an netanbHOro
mexoga oT MEHUMHIOKOKKOBOM MHOEKLMK Yy pebeHKa B BO3-
pacte 4 mec. B xome nabopaTopHOro o6cnegoBaHus
KOHTaKTHbIX ML, BbiiBNE€H 6GECCMMMNTOMHbIA HOCUTENb
N. meningitidis [15].

PErTMOHAJIbHBIE MPOrPAMMbI CIELLUGUYECKOM

UMMYHOMNMPOD®UNAKTUKHU

TiomeHcKas o6nactb

BaKkunHauus geten npoTMB MEHUHIOKOKKOBOW MHPEKLNK
B TIOMeHCKOoM 06/1aCTh NPOBOAMTCSH B COOTBETCTBUMU C PETUO-
HaNbHbIM KaneHAapeM WMMMYHOMPOPUAAKTUKK (YTBEPHKAEH
COBMECTHbIM MpuKa3oM [enapTaMeHTa 34paBOOXpaHeHus
TiomeHcKOn o6nactv u YnpasneHuss PocnoTpe6GHaas3opa
no TiomeHcKon obnactu 19 mapta 2018 r. [16]). CornacHo
LOKYMEHTY, BaKUuMHaLUUM noanexaT AeTv B BO3pacTe cTtaplle
9 Mec B rpynnax pucka:

° /U@, NPOXMBAKOWME B YYPEKAEHUSAX KPYrNOCYTOHHOro
npebbiBaHMA (doMa pebeHKa, AETCKME A0Ma, UHTEePHaThI);

°  JMua C UMMYHOAEDULMUTHBIMKU COCTOSAHUAMM;

°* uua ¢ GYHKLMOHANbHOM M aHaTOMUYECKOMN acnieHnen;

° JMua, NepeHeclwne onepauuto KoxieapHoM MMMNaHTa-
LiMK; NaLMEHTbl C IMKBOPEEN;

e netn ¢ BUM-uHdpekumen.

Kpome 3aToro, BaKUMHMPYIOTCS n1La, NOANEKallmMe npm-
3blBY Ha BOEHHYIO Cny6y B psiabl BOOPYXEHHbIX cun Poc-
cuckon deaepaumn Ha TeppuTopun TIOMEHCKOM 0651acTu.
BakuMHauMa NpoBOAWUTCS KOHBIOTMPOBAHHBIMW MEHMWHIO-
KOKKOBbIMW BaKLMHaMK, paspelleHHbIMU K MPUMEHEHUIO
y OeTeln faHHOW BO3PaCTHOW rpynnbl B COOTBETCTBUU C WH-
CTPYKUMEN K BaKLUMHE.

fimano-HeHeuKuUii aBTOHOMHbIN OKpPYT
YunTbiBasi HanpsKEHHY 3NUMOAEeMUOSIOTMYECKy0 06CTa-

HOBKY B pernoHe, ¢ 2015 r. BCTynuAn B CWUy creayloline

NOCTaHOBNEHUS [NaBHOrO rocyfapCTBEHHOrO CaHUTapHO-

ro Bpayda AHAO, onpegensitoline pernoHanbHylo MOUTUKY

B 06/1aCT BaKLUMHONPODUNAKTUKK:

e N¢ 1 ot 20.01.2015 «06 MMMyHM3aLMUK MPU3bIBHUKOB
AHAO nNpOTMB MEHWHIOKOKKOBOM, MHEBMOKOKKOBOM
MHPEKUMI, rpunna u BETPSHOW OCMbl»;

e N 11 ot 23.11.2015 «O mepax no npodunaxkTuke
MEHWHIOKOKKOBOM MHOEKLMN N BaKTepunasbHbIX MEHWH-
rMTOB Ha Tepputopum fAmano-HeHeuKkoro aBTOHOMHO-
ro OKpyran;

e N2 14 0114.12.2015 «O BHECEHUN U3MEHEHWUI B NOCTa-
HoBneHne N2 11 ot 23.11.2015 «O mepax no npodunakx-
TUKE MEHMHIOKOKKOBOM MHPEKUMU W BGaKTepuanbHbIX
MEHUHIUTOB Ha Tepputopun Amano-HeHeuKoro asTo-
HOMHOIO OKpyra»;

e N¢ 9 ot 18.04.2017 «O BaKuMHaUMK NPOTUB rpunna,
NMHEBMOKOKKOBOW M MEHWHIOKOKKOBOW MHOEKLMK NnL,
OCYLLECTBNAOWMX TPYAOBYIO AEATENbHOCTb BaxXTOBbIM
METOAOM Ha Tepputopun Amano-HeHeuKoro aBTOHOM-
HOrO OKpyra.

Kpome TOro, n3gaHbl COBMECTHbIE MPUKa3bl YpaBneHus

PocnoTtpe6Haasopa no AHAO n enaptaMeHTa 3apaBooxpa-

HeHusa AHAO:

e N2 926-0/139-r/115 o1 29.08.2016 «O6 opraHusaumm
BaKUMHALMK NUL, MOANEXKALLMX MPU3bIBY Ha BOEHHYIO
cny»k6y Ha Tepputopun AHAO NpPOTUB MEHWMHITOKOKKO-
BOW W MHEBMOKOKKOBOW WMHOEKLUMHK, rpunna u BeTps-
HOW OCMbl»;

e COBMECTHbIN npuKa3 YnpasneHus PocnotpebHaas3opa
no AHAO, [denapTameHTa 3apaBooxpaHeHus HAHAO,
®OBbY3 «lleHTp rurnenbl u anugemuonorun B AHAO»
Ne 926-0/139-r/115 o1 29.08.2016 «O6 opraHusauum
BaKUMHALMK NUL, MOANEXKALLMX MPU3bIBY Ha BOEHHYIO
cny»k6by Ha Tepputopmn AHAO, NPOTUB MEHWHITOKOKKO-
BOW W MHEBMOKOKKOBOW WMHOEKLUMHK, rpunna u BeTps-

HOW oCMbl».
B HacTosllee Bpemsl perMoHanbHasa nporpamMma crneum-
dnyecKon MMMYHONPOPUNAKTUKM  MEHUHTOKOKKOBOM

nHdekunn B AHAO peannadyetcs cOrnacHo MepeymncrieHHbIM
JOKyMeHTaM. M OCHOBHbIM KOHTWMHIEHTOM, MOANEXKalUM
eXerogHon BaKuuHonpodunakTuke, aBASIOTCA AeTU B BO3-
pacte oT 9 mMec Ao 7 NeT, BNepBble nocTynawuwune B opra-
HW30BaHHblIe AETCKME KOMIEKTWMBbI; LA, Noanexalime
NPU3bIBY Ha BOEHHYIO CAy)KOY B PsAbl BOOPYKEHHbIX CW
Poccuickon denepaumm Ha Tepputopun AHAO; nuua, ocy-
LwecTAsOWmMe TPYAOBYIO AEATENBHOCTL BaxTOBbIM METOAOM
Ha TeppuTopum AHAO; KOHTaKTHbIE 1@ B 04arax MEHWUHIO-
KOKKOBOW MHEKLMN.

OKOHOMMYECKUN ylep6 OT MEHMHIOKOKKOBOW MHbEKLMK
B 2018 r. B PP coctaBun 338,5 MNH pybnew. B pe3ynsrate
MHdeKUMS 3aHana 20-e paHroBoe MeCTO B CTPYKTYpe MHPEK-
LIMOHHbIX 3aboneBaHu ¢ HaubONbLWIMM 3KOHOMUYECKUM
6pemMeHem [17]. BmecTe ¢ 3TUM MEHWHTOKOKKOBas UHMEK-
LUMS U ee OCMOXHEHUS CYLLECTBEHHO B/IMAIOT Ha KayecTBO
WU3HM MALMEHTOB M YIEHOB MX CeMbW, YTO MOATBEPXKAAET
OMMUCaHHbBIV HUXKE KITIMHUYECKUI Clyvan.

KNMHUYECKUHA CNYYAR

O nauymeHTe

MauneHT B., 2 roga, 3a6osien ocTpo, C NOBbIWEHNST TEM-
nepatypbl Tena go 38,8°C, nosiBNeHWS PBOTbI, BSANOCTH,
BbICbiNaHWK Ha Tene. Poautenn 3a MeaULIMHCKON MOMOLLbIO
He 06paTUInCb, CaMOCTOATENbHO B Tepanuu UCMNoNb30Banu
aHTUNMPETUKK. Ha BTOpoW AeHb 60/1e3HM — NOBTOPHas pBOTa,
nosblleHne Temnepatypbl Tena go 40,3°C. PebeHoK rocnuta-
nn3npoBaH B oTaeneHune peaHnmauun N'bY3 TO «06nacTHas
MHPEKUMOHHAsa KInHU4YecKas 60nbHULa» (TIOMEHD).

U3 aHamHe3a

Mpn NOCTYNSIEHMM COCTOSAHUE Tsenoe. BbiCbinaHus
3Be3a4aTble, remopparMyeckoro xapakrepa Ao 3-4 cm
B AMaMeTpe Ha uue, TyNoBuLLe, aroguuax, B NaxoBblX CKIaj-
KaX, HUXHUX KOHEYHOCTAX. HEBPONOrM4ecKom CUMMMNTOMaTUKM
He BbiiBNeHo. [Monyyan Tepanuio No NOBOAY MEHWHIOKOKKO-
BOW MHPEKLUMN, MEHUHTOKOKKEMWM, CENTUYECKOrO WoKa 3,
CYHAPOMa AMCCEMMHMPOBAHHOIO BHYTPUCOCYAMCTOrO CBEp-
TbiBaHUSA KpoBu (uedTpnakcoH no 100 mr/Kr/cyt B Tede-
HWEe MNepBbIX CYTOK, 3aTeM CMEeHa Ha MeporneHeM B [o3e
90 mr/Kr B TedyeHune 14 cyr). CocTosiHue pebeHKa B nepsble
CYTKM npebbliBaHUs B CTaLMOHape MPOrpPecCUBHO yxydlla-
NI0Cb, NepeBefeH Ha WMCKYCCTBEHHYD BEHTWUASLMIO NETKMX.
YyutbiBasi 601bLUYIO NAOWAAb MOPaXKEeHUs KOXKHOIM0 MoKpo-
Ba (65-70%), ABC-cnuHapoM, nopaxeHue rnoyek (aHypus,
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Exchange of Experience

OGMeH onbITOM

runepKanMemusi, NATUKpaTHOE YBENWYEHWE YPOBHS Kpea-
TMHWHA), 6blna npoBedeHa remoynbTpaduneTpaums. lMocne
cTabunmaaumMm cocTosiHUA Ha 5-e cyT 60/1bHOW MepeBe-
neH B 'bY3 TO «O6nacTtHaa KanHM4eckan 6onbHuua N2 1»
(TromeHb). Mpn 6aKTEPMONOrMYecKoM UccneaoBaHMM KpoBu
BbisiBneHa N. meningitidis, 4yBCTBUTENIbHAA K MepOrneHemy,
uedoTakcumy. 3 aHamHe3a }XU3HU M3BECTHO, YTO BEPEMEH-
HOCTb NMpoTeKana 6e3 0CO6EHHOCTEN, Ha y4eTE Y Y3KUX Crne-
LManmcToB pebeHoK He COCTOSN, BaKLMHMPOBACS MO MecTy
wutenoctBa. OT MEHWHIOKOKKOBOW WHOEKUUU MpPUBUT
He 6blfl. YCTaHOBNEHO, 4TO y 6paTa 60/bHOro (NPOoXKMBaKT
COBMECTHO) MMENNCb MPWM3HAKKW OCTPOro pPecnupaTtopHoro
3abos1ieBaHua (pUHOpes, 3aTpyAHEHHOE HOCOBOE AblXxaHue).

Ha 15-e cyt 3aboneBaHus ¢ y4eToM MnJolaam nopaxke-
HUS KOXXHOrO MOKpoBa, POPMMUPOBaHUSA [NYOOKUX HEKPO-
30B B 06nacTM KpPyMHbIX CYCTaBOB, Srogul, AUCTasbHbIX
danaHr nanbLeB BEPXHUX U HUKHUX KOHEYHOCTEN, NpU3Ha-
KOB HapacTalowen MHTOKCUKauuMK (TaxnKapaus, nuxopagka
C 03HOOGOM, HENTPODUbHbIA NENKOLIMTO3) BbIMOHEHO One-
paTMBHOE BMellaTenbCcTBO. lowaab HEKPOTU3MPOBAHHOM
KOXMW, 3KBMBANEHTHas! OXOroBbIM paHam, cocTaBfsfa OKo-
no 30%, 6bina npeactaBieHa chopMUpPOBaHHbIM, MecTamMu
dopmurpoBaBLWINMCS CTPYNOM. Ha KUCTSAX M cTonax MyMuodu-
Kaluus KOHLUEBbIX GanaHr nanblLeB 6e3 YeTKON AeMapKaLuu,
HEKPO3 TKaHeW npaBoOM CTOMbl Bbille YPOBHSA 5-ro nstoc-
HedanaHrosoro cycrtaBa. OCTpbIM MyTEM pacceyvyeH cTpym,
a TaKXXe nccevyeH Ha naowaam okono 15%. TkaHu nog cTpy-
nom (KnetyaTka, dacumu, MblllLbl) TYCKIblE, MLLEMU3UPOBA-
Hbl, KPOBOTOYMBOCTb CKyAaHas. [locne onepauuun pebeHoK
nepesefeH B nanaTy MHTEHCUMBHOM Tepamnuu OXOroBOro
oTaeneHus. MNMauneHTy BbINOAHAINCL HEKPIKTOMUK C Jdasb-
Henlwen aytoaepmonnacTMKon, BCero nposeaeHo 5 onepa-
uMn. Y pebeHka chopmupoBascs HEKPO3 6epLOoBbIX KOCTEN
(0o6enx noabiKeK), crpaBa HEKPO3 KOCTeW NpeantoCHbI
W NAKCHbI ¢ OGHaXeHWeM MOMOCTU FOEHOCTOMHOrO CycTa-
Ba, aHaNornyHas KapTuHa roseHoCTONHOro cyctaBa clesa,
HEKPO3 axuinoBa Cyxoxunus. HagKONEeHHWKU HeXu3He-
CNOCO6GHbIE, HEKPOTU3NPOBAHbI COOBCTBEHHbIE CBA3KW Haj-
KoNeHHMKa. CneBa MCCEeYEH HALKONEHHWK CO BCKPbITUEM
B MOJIOCTb KOJIEHHOrO cycTaBa cneBa. B o6nactv NoKTeBbIx
CYCTaBOB SIBHbIX HEKPO30B HET, O4HAKO OTMeYaeTcs Bblaene-
HWE CMHOBMANIbHOM XUAKOCTU U3 paH. HecMoTps Ha obwup-
Hble KOCTHbIE MOPAa¥eHUs NPaBOro rojeHOCTONHOro cycTaBa
M CTOMbl, OT amMmnyTauuu peELeHO BO3AeprKaTbCs, NPOAOS-
JKEHbl 3TanHble HEKP3IKTOMWK C Nocneaylolen aytoaepmo-
niacTUKOW.

Ucxoabl 1 NPorHos

Pe6eHok nposen B cTaumoHape 134 KOMKO-AHS, noayyan
NMOCUHAPOMHYIO Tepanuto, a TaKKe XMpPypruyeckoe neyeHue
B YC/IOBMSIX OXKOrOBOr0O OTAENEHUS C AuarHo3om «Cyxas raH-
rpeHa nanbueB KUCTeN u cTom». OBLIMPHbIE HEKPO3bl KOXM
TyNoBMLLA U KOHe4YyHocTer Ha naowaan 30%, uennonut, dac-
LIMUT, MMO3UT, OCTEOMUENUT KOCTEN 06EUnX N0AbIKEK FONeHOo-
CTOMHbIX CYCTaBOB, KOCTEM MIOCHbI U MPEeANOCHbI NPaBoW
CTONbIl, HAAKONEHHUKOB. lNocne BbIMMCKN M3 O61aCTHOM Ku-
HMYeCcKon 60nbHULbI N2 1 pebeHOK Obll HEeOAHOKpPaTHO

KoHcynbTMpoBaH cneunanuctamu Prey «HMUL, TO nmenn
akagemMuKa I A. UnnzapoBa» MuH3gpasa Poccuu (. KypraH).
MpuHATO pelieHne BecTM pebeHKa KOHcepBaTMBHO M BO3-
[LepaTbCs OT PEKOHCTPYKTUBHbLIX MEpPONpUATM A0 Nof-
HOrO paspeLlleHns BoCnanuTeNbHOro npoLecca B KOCTHOWM
TKaHW. MMMyHOIOroM peKomeHAoBaHa Tepanusi BHYTPU-
BEHHbIM MMMYHOIN06Y/IMHOM M3 pacyeTa 1 r/Kr, exxemecsy-
Ho. Ha ¢oHe anutenbHon (6 mec) MMMyHO3aMeCTUTENbHOM
Tepanuu oTMeYauCb YMEHbLUEHWE OTAENSEMOro M3 CBULLA,
ANUTENU3ALIMS PaHbl.

3AK/TIIOYEHUE

3ab601eBaeMOCTb MEHUHIOKOKKOBOW MHbeEKLMen B Tio-
MeHcKkon obnactu n AHAO coctaBnseT MeHee 2 Ha 100 TbiC.
HaceneHns u CBUAETENbCTBYET 06 3MMAEMMONIOrMYECKOM
6naronofyynm aTnx Tepputopuin. Bmecte ¢ TeM yCcTaHOB-
NeHo, 4YTo 6onee 2/3 cny4yaeB UHOEKUMU AMArHOCTUPYIOT
y Aeten. B atnx ycnosusx ucnonb3oBaHne 3ODEKTUBHbLIX
M 6e30nacHbIX BaKLMH ABNSETCA €4MHCTBEHHbIM paLmo-
HanbHbIM NOAX0AOM K 60pbbe ¢ pacnpocTpaHeHWEeM MEHUH-
FOKOKKOBOM WHPEKLUWW, B TOM 4ucne B rpynnax pucKa.
BO3MOXHOCTM perMoHanbHbIX NPOrpaMm No UMMyHU3aLMUK
NPOTUB MEHUHIOKOKKOBOM MHOEKUMN npegycMaTpusatoT
WMHAMBUAYaNbHbIE CTPATEMMU PEFMOHOB C YHETOM 3NUAEMUO-
JNIOTMYECKON CUTYyaLIUK.
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Uudopmauusa Colo3a neguatpoB Poccum

PE30OJ1IOLUA
XXIl KoHrpecca neguartpoB Poccuu

C MeXXAYHapoAHbIM y4YacTUeMm
«AKTyaJibHble nNpo6nembl neguaTpun»
21-23 deBpana 2020 roaa, r- MocKkBa

B xoae 3aceanaHnit XXIl KoHrpecca negnatpoB Poccuu ¢ ydactnem 6onee 9000 neamatpoB, opraHM3aTopoB AETCKOro 34pa-
BOOXPaHEHMS, Y4EHbIX, 0BCYKaanncb Hanboaee aKTyanbHble Po61eMbl 0XPaHbl 3000Bbs AETEN.

PeweHus, npuHATble No pedynbtatam paboTtbl KoHrpec-
ca, HallM CBOE OTPaKeHWe B cieayloLlen pe3onioLun.
1. MpocuTb FocypapcTBeHHylo lymy Poccuiickon depe-
pauumn u MuHucTepcTBO 3gpaBooxpaHeHus Poccui-
cKoi Depepauuu:

1.1.

1.2.

1.3.

PaspaboTtatb 1 NpuHATbL 3aKoH «O6 oxpaHe 3[0-
poBbsi AeTen», NpeaycCMoOTpeEB B HEM AENCTBEH-
Hble Mepbl rocyaapcTBa No 3allmTe KU3HU U 3A0-
pOBbS AETEN, @ TAKKe YCNOBUS, rapaHTUpyoLline
rapMOHMYHOE MCUXMYECKOE, PENPOAYKTUBHOE
n Gn3n4eckoe pasButue pebeHka.

BHecTn n3ameHeHns B PepepanbHbii 3aKOH OT
17.09.1988 N¢ 157-d3 (pea. or 28.11.2018)
«06 MMMyHONPOOUNaKTUKE MHOEKUMOHHbIX 60-
Nle3Hel», NpefycMoTpeB B HEM Mepbl MO yCu-
JIEHUIO OTBETCTBEHHOCTW poauTenen (3a OTKas
OT MPUBMBOK) M HEAOOGPOCOBECTHbIX MEAMLMH-
CKMX PaBOTHMKOB (BbICTYNAalOLWKUX NPOTUB BaKLU-
HaUMKW WAU PEKOMEHAYIOLIMX HEOBGOCHOBAHHbLIN
0TBOJ OT NMPMUBMBOK).

BHecTn u3smeHenHns B PeagepanbHbii  3aKOH
«06 o6pallleHMn JIEKApCTBEHHbIX CPEACTB» OT
12.04.2010 N2 61-P3 (pen. 27.12.2019), npeay-
CMOTPEB B HEM CO3/[laHUE JOMONHNUTENbHbIX YC/10-
BUM AN NPOBEAEHMUS KIMHWYECKUX MCCneaoBa-
HWUIM NEKApPCTBEHHbIX NpenapaToB A8 AEeTEN.

2. Mpocutb MpaButenbcTBo Poccuiickoin Pepgepauuu:

2.1.

2.2.

2.3.

Mpn popmmnpoBaHUM BIOOKETOB 34PaBOOXpPaHe-
HWS BCEX YPOBHEN MpeaycMoTpeTb GpUHAHCUPO-
BaHWe CNy»G6bl OXpaHbl MaTeEpPUHCTBA U [eTCTBa
B 06bemax He MeHee 30% OT KOHCOIMANPOBAH-
HoOro Glo/IKeTa 3/lpaBOOXPaHEHMs.

MpUHATL Mepbl K opraHn3auunn oTe4ecTBEHHOro
NPOM3BOACTBA COBPEMEHHbIX JIEKAPCTBEHHbIX
npenapaTtos ANs AeTen, BKAOYasas UMMYHOOKO0-
rMyecKkue (B TOM Yucne KOMOMHMPOBAHHbIE BaK-
LUMHbI), @ TaKXe creuuanbHbIX NeKapCTBEHHbIX
dopm ansa aeten, B TOM 4UClie B NMepUoa HOBO-
poOXAeHHOCTH (BUTamuH K 1 ap.).

BKNtOYMTb B NepeyeHb MHAMKATOPOB 9O DEKTUB-
HOCTU AeATeNbHOCTU WMCMONIHUTENbHOW BNacTU
cy6bekToB Poccuiickon depepauum nokasa-
TenM CMEepPTHOCTWM [eTer B Bo3pacTe Ao 5 ner
M CMEPTHOCTH eTel BCeX BO3PACTOB OT BHELIHMX
N UHDEKLUMOHHBIX MPUYUH, YPOBEHb UHBANIMAHO-
CTW OETCKOro HacefieHus, ypoBeHb GaKTUYECKOM

2.4.

2.5.

NPUBMUTOCTU [ETCKOrO HaCeNeHus OT BaKLUMHO-
npeaoTBpaTuMbix 60Nie3HEN, a TaKKe YpPOBEHb
3a60/1eBAaEMOCTM OT BaKLMHOMNPEAOTBPATUMbIX
MHPEKLMOHHbIX 60Ne3HEN cpeau aeTen.
BocctaHOBUTL B 34paBOOXpPaHEHUN BePTUKaNb
ynpaBneHus, obecneyns Tem caMbiM €AuHble
nofxoAbl B PasBUTUM 34PABOOXPaAHEHUS U paB-
Hble npaBa AeTel Ha NoslyYeHWe BbICOKOKBA/M-
dUUMPOBAHHON MEAMLIMHCKOM MOMOLLM, HE3aBM-
CMMO OT PErnoHa NPoXunBaHus.

B uensx peweHns npobnemMbl NOBbIEHUSA YKOM-
NNIEKTOBAHHOCTU MEANLIMHCKUMKU Kagpamu neau-
aTpUyecKon cny>6bl HaBeCTM NOPSAOK B onnaTe
Tpyada MEAMLMHCKWX KaapoB BCEX KaTeropww.
BHeapuTb cnpaBeavBbIiv MPUHLMI: 3a PaBHbIN
Tpya — paBHas 3apaboTHas nnata, He 3aBUCH-
as OT YPOBHS Pa3BUTUS pervoHa.

3. [lpocutb MuHUCTEpPCTBO 3apaBooxpaHeHuna Poccuii-
cKoi Depepauuu:

3.1.

3.2

MpogomkuTb paboTy NO COBEPLIEHCTBOBAHMUIO
CUCTEMbI BaKLIMHONPOOUNAKTUKM MHOEKLMOHHbIX
6onesHen y peten B Poccuickon depepaunu:
pacwuputb HauuoHanbHbIM KaneHaapb npodu-
NTAKTUYECKUX MPUBUBOK 3a CYET BBEAEHMWS Bak-
LMHaLMW NPOTUB MHDEKLIMIA, BbISBAHHbIX POTABU-
pycoMm, manunnomMaBupycOM, BMPYCOM BETPSIHOW
ocnbl, renatuta A, MEHUHIOKOKKOM, FreMOdUIbHOM
nanoykon Tvna b (Ans BCEW KOropTbl HOBOPOXK-
[IEHHBIX), AOMONHWUTENbHbLIX PEeBaKLMHALMIA MNpo-
TMB KOKJIOlWA B [OLWKOJbHOM W MOAPOCTKOBOM
BO3pacTe, a TaKKe Nponucatb B HEM 3HAYUMYIO
pOSb MHOTOKOMIMOHEHTHbIX BaKUMH (5 1 6onee)
U UMMYHOMPOODUNAKTUKM NPOTUB PECNMPATOPHO-
CUHUMTHANbHON BUPYCHON MHDEKLMN.

[MoBbICUTb AOCTYMHOCTb U KayecTBO KOMMJEKC-
HOW peabuInTaLMOHHOM MOMOLLM AETAM C XPOHMU-
4EeCKOW NaTosiornen n geTaMm-uHBannagam:

3.2.1. O6patutbca B [lpaButennctso Poccui-
cKon dPepepauunn ¢ NpeanoxXeHMem pas-
pa6oTaTb M MPUHATL MpPoOrpamMmy rocy-
NAPCTBEHHbIX rapaHTMK 6GecnaaTHOro
OKal3aHWs rpaxjaHam peabunanTaumoH-
HOWM MOMOLLMN.

YKOMMNNEKTOBaTb YUYPEKAEHUS MEOMLMH-
CKOW peabunutaumm COBPEMEHHbLIM pea-
OWUANTALMOHHBIM 060PYyAOBaAHUEM.

3.2.2.



3.2.3. PaspaboTaTb, cornacoBsatb M npeacrta-
BUTb Ha YyTBEPXKAEHWE B YCTAHOBMIEHHOM
NnopsiAKe MPOEKT rocygapCTBEHHOW Mnpo-
rpaMmmbl «[lpodpunakTMka WMHBaNUMAHOCTH
cpeau neten B Poccuinickon depepammn.

3.3. BBeCTM B WMHCTUTYT [NaBHbIX chneLuannucToB
rMaBHOrO BHELWTATHOro AETCKOro cneuunanucra
anneprofora-MMMyHos0ra, rMaBHOro BHewTaT-
HOro AETCKOro crneuuanucTa gepmartonora, rnas-
HOrO BHELTATHOro AETCKOro crneuuanncta ruHe-
Konora; nMpuMBeCTM B COOTBETCTBME MEpeyveHb
rMaBHbIX BHELWTATHbIX CMeLMasnucToB U HOMEH-
KnaTtypy cneuuanbHOCTEN B AETCKOM 34paBOOX-
paHeHWn, rapMOHU3MPOBAB MX C YPOBHEM 3a60-
N1eBaeMoCTH JeTen.

3.4. B cBS3M C WMPOKMM BHEAPEHUEM B MpPAKTUKY
BCroOMoOraTesibHbIX PENPOAYKTUBHbIX TEXHONOIMUM
(BPT), BKAOYaOWMX MHTEHCMBHOE MCNONb30Ba-
HWEe 3CTPOreHoOB B Nepuoj NOAroTOBKM C LIENbIO
CTUMYNSLMKM OBYNSILIMKW, BHECTM B CTaTUCTUYe-
cKyto dopmy N2 32 «CBeaeHUs 0 MeAULMHCKOM
NoMOLM GEPEMEHHBIM, POXKEHULAM U POAWUIIb-
Huuam (Popma N2 32 (ropoBas))», YTBEPKAEH-
Hyl0O npuka3om Pocctata oT 27.11.2015 (pea.
24.12.2018) «06 yTBEpKAEHUU CTaTUCTU-
4YECKOro WHCTpPyMeHTapua Ans opraHusauuu
MuHUCTEPCTBOM 3ApaBooOxpaHeHus Poccum-
cKkon depepaumn cTaTUCTMYECKOro Habnoae-
HUS B chepe 34paBOOXpPaHEHUSs», pa3aenbHyo
OTYETHOCTb MO 6EPEMEHHOCTAM, HACTYMUBLLIUM
€CTECTBEHHbLIM MyTEM U C MCMNOb30BaHWEM
BPT. Kpome 3Toro, BBectn rpady «KpaTHOCTb
NPOBEMEHHbIX MpoLeayp» C yKasaHueM ucxoga
npeablayLwmx.

4. Tlpocntb MuUHMCTEpPCTBO 3apaBooxpaHeHua Poccuin-

ckoi ®epgepauun u degepanbHblii poHp o6a3aTENDb-

HOro MEAULIMHCKOro CTPaxoBaHMUA:

4.1. B uenax ganbHewnwero pa3BuTug cTalMoHapo3a-
MelllaloWnX TEXHONOMMIN NepecmMoTpeTb Tapudbl
PUHaHCUPOBaHMA MNpebblBaHUA AeTen B OHEB-
HbIX CTaLMOHapax M NPMBECTU UX B COOTBETCTBUE
¢ GaKTUYeCKMMU 3aTpaTaMu.

4.2. TpepoctaBuUTb AETSM NpaBo nosayvyatb MeAULMH-
CKylo nomMollb B Nt060M deaepanbHOM yyperae-
HWUW B COOTBETCTBMM C Npodunem 3aboneBaHns.

4.3. Tlpn cocTaBfeHWU cTaHOaApTOB M MPOTOKO-
/OB Nle4eHMs NauMEHTOB y4UTbiBaTb HE TOSIbKO
OCHOBHYIO, HO U KOMOPOBUAHYO NaTonoruio, pac-
Wwnpue GuHaHCUPOBaHME Ha NleYEHUE CMOXKHbIX
nauMeHToB.

Mpocute MuHUCTEpPCTBO 3apaBooxpaHeHus Poccuit-

ckon depepaumu, MUHUCTEPCTBO HAYKUM U BbiC-

wero o6pasoBaHua, AKagemuio Hayk Poccuiickon

depepauuu:

5.1. YBennuntb GUHAHCUMPOBAHME Hay4YHbIX WUCCle-
LOBaHWN, HaNpaBfiEHHbIX Ha BbIMNOJIHEHKE
HaLMOHaNbHbIX MPOEKTOB «34PaBOOXpPaHEHUE,

«demorpadus», «Hayka», o6paTtuB ocoboe BHU-
MaHue Ha npoBefeHne dyHAaAMEHTaNbHbIX
M MOMCKOBbIX Hay4HbIX pPaboT Mo NpodunakTuke
MHBANWAHOCTU OeTeN U MO TeMe UHPEKLMOHHbIX
60/ie3HenN.

5.2. TlpoaonKnTb COBEpPLIEHCTBOBaAHUE neanaTpu-
4ecKoro o6pasoBaHMa U MOATOTOBKM Hay4HbIX
KagpoB Mo neauvaTpuu, akTyannsumposas dene-
panbHble rocygapCcTBEeHHble o6pa3oBaTefibHble
M npodeccuoHanbHble cTaHhapTbl NeaMaTpoB
n AETCKMX CneuunanmcToB.

5.3. [peaycmoTpeTb MeXxaHM3M BblAeNeHUs AOMNOHU-
TeNbHbIX PUHAHCOBbIX CPEACTB ANA OpraHu3aunm
Hay4HbIX MCCNefoBaHWM Mo TeMaM, WMEeLWUMm
YPreHTHYI0 aKTyalbHOCTb (B CNy4yae BO3HUKHOBE-
HUSA NaHOEMWIN, TEXHOTEHHbIX KatacTpod 1 T.4.),
He BXOAAWMX B rocyaapcTBeHHOe 3ajaHue no
HayKe TeKyllero roga.

6. [lpocntb MuHUCTEpPCTBO nNpocBeweHnsa Poccuiickon

depepauuu:

6.1. Lupe npuBnekatb nNpodeccuoHanbHOe Meau-
LLMHCKOE cOoOo6LWecTBO K MOAroTOBKE Yy4ebHbIX
nporpamMm no &oOpmMMpoOBaHUID 340POBOro
1 6e30MnacHOro obpasa *¥U3HKU yyallunxcs.

6.2. [pogonKkuTb paboTy NO CO34aHMIO KO 340P0BbS,
npeaycMoOTpPeEB B HWX CO34aHWE YCNOBWMIA ANS
COXPaHEeHUs 1 yKpenaeHus 340p0BbS yYalLlmxcs.

PekomeHfoBaTb opraHam ynpaBieHUs 3fpaBooxpa-

HeHueM cy6beKToB Poccuiickon depepauuu:

7.1. CospaTtb ycnoBus Ans pacliMpeHns ceTu u opra-
HM3auuK paboTbl OTAENEeHUM MEeAMKO-COoLUnab-
HOW NMOMOLLIN.

7.2. TlpyHATb Mepbl N0 Pa3BUTUIO B pernoHe peadu-
NNTALMOHHOM NMOMOLLM AETAM.

7.3. TlpoBecTn paboTy NO COBEPLIEHCTBOBAHMUIO CeC-
TPUHCKOM Ccny*K6bl. BBECTM B CTPYKTYpYy OpraHoB
ynpaBieHus 34paBOOXpPaHEeHWeM [OMKHOCTb
rMaBHOro crneumanucTa No CECTPUHCKOMY Aeny.

Mopyuntb Mpe3sugeHty u Ha6GnogarenbHOMy coBeTy
Colo3a nepguatpos Poccum:
8.1. MWUcnonb3oBaTb MHTEpPHET-pecypchbl Coto3a neau-
atpos Poccuu:
e OTKpbITb Ha canTe Coto3a neguatpoB Poccumn
pasaen ans BOMnpocoB, CBA3aHHbIX CO CTPaXo-
BOW MEeAULIMHOWN, aKTUBHO BOBJIEKAsA B OTBETHI
KOMMETEHTHbIX 3KCNEPTOB;
® pOBOAMTb pPErynsapHbie OHNaNH-0MPOChHI
neavMaTpoB M AETCKMX MEeAMLMHCKUX cecTep
CTpaHbl NO BOMpocam, CBA3aHHbIM C MOAeEp-
HU3aLMen 34paBOOXPAHEHMS.
8.2. Pagpab6oTtatb KoHUenuuio 3akoHa «O6 oxpaHe
3[0POBbS AeTeN» U HanpaBUTb ee Ans obcyxKae-
HUS B pernoHanbHble oTaeneHus Coto3a neau-
atpoB Poccun ans ganbHenWwero yTBepaeHus
pernoHanbHbIMW OpraHamu 3aKoHoAaTeNIbHOWM
BnacTu cy6beKkToB PP,
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Coro3
neguarpos
Poccum

Ha3BaHue KoHhepeHuum

CoXpanliyNiz00poBbeloenie=

coxpanumIRoccur),

PernonaabHblie MepONpUATHSA
nop, arupon Corosa nepuarpon Poccun B 2020 r.

[Nata
NpoBEAeHUs

Opranu3aropb!

Mecto
npoBefeHus

KoHTakTbl OpraHu3aTopos

Xl Becepoccuiickas Hay4Ho-
NpakTu4eckas KoHgepeHums
C MeXJyHapOAHbIM y4acTuem

(cumnosuym «CoBpeMeHHble
acrnekTbl neanaTpum
11 HEOHATONIOTNN»)

B Pecny6nuke Komu

28-29 CaHkT-eTepbyprckoe pernoHanbHoe CaHkT- Llla6anos Hukonan Maenosuy:
STl LS (hepans | oTaenexune Metepbypr |aleks-shabalov2007@yandex.ru
CaHkT-lMeTepbypr-2020». -
[Moceswaercs 85-neTuto co aHs
poxzeHus npody. .M. BopoHuosa
Hay4Ho-npakTuyeckas
y P 26-27 PernonanbHoe otaeneHue Kopa6nesa Hatanbs HukonaesHa:
KOH(hepeHUns «AKTyanbHble CbIKTbIBKap
mapTta B Pecny6nuke Komu kemcard@yandex.ru
BOMPOCHI NeAnaTpun»
. PblukoBa
LlIkona negmarpa: VpKyTCKOE 0651aCTHOE PernoHanbHoe .
27 mapTa Wpkytck | Jlto60Bb BnagumumposHa:
opchaHHble 3a60neBaHNs OTAeNeHne .
rychkova.nc@gmail.com
Pecny6nmkaHckas
06pa3oBatenbHas U Hay4Ho-
npakTn4eckasn KoHdepeHuus
«IF')IpmopmreTHue Hgil paBJ'ILéHI/Iﬂ 9 anpens | bawkmpckoe pecny6nnKaHcKoe OTAeNeHne Yiha IO Ml ATt
P y fock20051@mail.ru
B COXPAHEHNN 1 YKPenieHnn
3[10poBbs feTen Pecny6nuku
balkopTocTan»
Pecny6imkaHckas Hay4Ho-
npakTuyeckas KoHgepeHLms 16 anpens YaMypTCKoe pecnyb/iMkaHCcKoe VxeBcK BuxapeBa EneHa leHHafbeBHa:
«A36paHHble BONPOCHI [ETCKON permoHanbHoe OTAeNeHne avihareva@yandex.ru
racTpO3HTEPONOrum»
XIV Bcepoccuiicknit popym
«3a0poBbe aeteil. CoBpemeHHas 24-25 CaHkT-eTepbyprckoe pernoHanbHoe CaHkT- LLla6anos Hukonaii Maenosuy:
cTpaterus npouNakTnkm anpens OTAeneHne Metepbypr |aleks-shabalov2007@yandex.ru
1 Tepanuu BedyLLnx 3a60neBaHnin»
) bopaesa
LlIkona neamarpa: opaHHble PernoHanbHoe oTeneque .
27 anpens Bnaaukaska3 | TaTbsiHa TeMup60onaToBHa:
3a6oneBaHus B Pecny6nuke CesepHas Ocetus-AnaHus .
23510krok@mail.ru
PernoHanbHas obpasoBaresibHas
11 Hay4HO-MpakTnyeckas flkosnesa Jliogmuna BuktoposHa:
17 mas bawkunpckoe pecnybnukaHckoe oTaeneHue | Ctepnutamak .
KOHMepeHUNs «AKTyasbHble fock20051@mail.ru
BOMPOCHI NeAnaTpun»
VI MexancunnimHapHbIi
MeANLUHCKIIA hopym
«AKTyasibHble BONPOCHI Bpa4yebHO .
PernoHanbHoe oTaenexHune Kopa6nesa Hatanbs HukonaesHa:
npakTuku. Mapbsmons» 6 1oHS CbIKTbIBKap

kemcard@yandex.ru




KoHdhepeHums «AKTyanbHble banbikoBa

18-19
BOMPOCHI Neguarpum Mok MopnoBCcKoe pernoHanbHoe OTAeNeHne CapaHck | Jlapuca AnekcaHApoBHa:
1 HeOoHaToNorNK» larisabalykova@yandex.ru
\/ Bcepoccuiickuin hopym
C MeXJYHapOAHbIM y4acTuem ;
«CoB gne;‘:a‘g I'IB,[I,V)I/aT 15 19-20 CaHkT-lNeTepbyprckoe pernoHanbHoe CaHKT- LLla6anos Hukonai Maenosuy:
p PUA. NIOHA OTAieNleHne Metepbypr | aleks-shabalov2007@yandex.ru

CaHkT-lleTepbypr-benble
HO4K-2020»

KocTpomckoe peruoHanbHoe 0TaeneHmne
| nonyroane | O6LLECTBEHHOI OpraHM3auum Koctpoma
«Cot03 negmatpos Poccum»

MaspeHkoBa AHHa HukonaeBHa:
DetOtdel@mail.dzo-kostroma.ru

LlIkona neamatpa:
opghaHHble 3a6051eBaHNs

KanuHuHrpaackoe pernoHanbHoe
| nonyroane | otaenexne O6LLECTBEHHON OpraHn3aLum KanuuuHrpag
«Goto3 neagnatpos Poccun»

LWynak FanuHa AnekceesHa:
sekretar terem@mail.ru

LLIkona neamarpa:
OpdhaHHble 3a601eBaHNS

LLIkona neamarpa: lopsnHoBa VpuHa JleoHnaoBHa:

Il nonyroamne | Kypckoe permoHanbHoe 0TaeneHme Kypck
opghaHHble 3a601eBaHNs yroA yP P A yP komzdrav@rkursk.ru
Bcepoccuiickas Hay4Ho-
npakTnyeckas KoH(epeHuus CeHTAGpb O6Lwepoccuniickas 06LLecTBeHHas CaHkT- HoBuk FeHHaanin AiA31KOBNY:

«MDapmakoTepanus 1 aueTonorus
B neamatpum»

opranusauns «Cor3 negnarpos Poccun» Metepbypr |ga novik@mail.ru

XIl Bcepoccuiicknit popym

. 25-26 CaHkT-lNeTepbyprckoe pernoHanbHoe CaHkKT- Llla6anos Hukonan Maenosuy:
«Meanatpus CaHkT-MeTepbypra:
CeHTAOPS | OTAeneHne Metepbypr | aleks-shabalov2007@yandex.ru
OMbIT, NHHOBALMM, OCTUKEHUS»
| Bcepoccuiickuin chopym
C MeXJyHapOAHbIM y4acTuem
«AHTMQZOTEK? eamcyTeHTHOCTb 9-10 bawknpckoe pecnybnnkaHckoe oTaenexHue Yha st 5 JUBAAL ) B L ke
p OKTAGPSA RERDEREER: fock20051@mail.ru
akTyanbHas npobnema neanatpum
XXI Beka»
Marbues
LLIkona neamarpa: 16-17 PernoHanbHoe oTaeneHne W .
KasaHb CtaHncnas Buktoposuy:
op@aHHble 3a60n1eBaHNA OKTAOPSA B Pecny6nuke TatapcTaH :
maltc@mail.ru

IV Hay4Ho-npakTuyeckas

KOHDepeHuus «3abonesaHus

PernoHanbHoe oTaeneHmne Kopa6nesa Hatanbs HukonaesHa:

OpraHoB AblXaHus. AKTyanbHble 30 okTA6pA CbIKTbIBKA

p A y P B Pecny6nuke Komu P kemcard@yandex.ru
Bonpockl. COBpEMEHHbIE
pEeLLEHNs»
XV Poccuiicknit coopym
«3[10p0BOE NUTaHNE ;

AOp ) 6-7 CaHKT-lTeTepbyprckoe permoHanbHoe CaHKT- LLla6anos Hukonait MaBnosuy:
1 HYTPULMOHHAS NOAAEPXKKa:
HOA6pA OTAeNeHne Metep6ypr | aleks-shabalov2007@yandex.ru
MeauunHa, 06pasoBaHue,
WHHOBALIMOHHbIE TEXHONOTNN»
L 7 Hos6ps | Bawkupckoe pecnybnnkaHcKoe OTAeneHue Yha LR el i L L
OpdhaHHble 3a601eBaHNs P P pecny fock20051@mail.ru
Pecny6nunkaHckas
06pa3oBaresibHas Hay4yHO-
npakTuyeckas KoHMepeHuus flkonesa JTrogmuna BuktoposHa:
25 Hos6ps | balwkupckoe pecny6yiMKaHCKoe oTaeneHne Yha .

«30poBbe pebeHka P P pecny A i fock20051@mail.ru
11 COBPEMEHHbIE NOAXO0AbI
K €ro COXpaHeHuo»
XIl Bcepoccumitickast Hay4Ho-
npakTnyeckas KoHgepeHuns ;

p IR 11-12 CaHkT-lNeTepbyprckoe pernoHansHoe CaHkT- LLla6anos Hukonai Maenosuy:
«Annepruyeckme n UMMyHo-

[ekabps | oTAeneHune [Metepbypr | aleks-shabalov2007@yandex.ru

narosnoru4eckue 3a6onesaHns —
npo6nema XXI Beka»
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JlbrotHaq pegakuMoHHaa NOANMUCKA

Mpeanaraem noagnucky Ha opuumnanbHbie u3naHua Corosa neguatpoB Poccuu. Bece ypHanbl BXoAAaT
B MepeyeHb BeayumMx Hay4HbIX XXypHanoB u usaavuii BAK. Agpec pegaxkuun: 117335, r. MockBa, yn. BaBunosa,
A- 81, Kopn. 1, opuc 2-8. Tenedpon: +7 (499) 132-02-07, +7 (916) 650-01-27, e-mail: sales@spr-journal.ru
Coro3

nexaTpoB
Poccun

Bonpocbl coBpeMEHHOM

neauaTpum (apmaronorus

Pediatric Pharmacalogy

2038/ v 1880 1

LleHa nopnuCKKu*:
nonropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

MNeaWatpuyecras

LleHa nogNUCKKU*:
nonropa (3 Homepa) — 450 py6.,
rop (6 HomepoB) — 900 py6.

* CTOMMOCTb YKa3aHa anst duanyeckux nuu. [locTaBKa ypHanoB BK/IOYEHA B CTOUMOCTb.

NsBemenue

Kaccup

dopma Nel1/1-4
00O U3znatennctBO «[lenmaTtpb»

(HaMMEHOBaHME TOJTydyaTeJis IJ1aTexa)

7728798571

(MUHH nonyyarens niarexa)

Ne 40702810738110016525

(HOMep cyeTa IoJtyyaTesisi riaTtexa)

B Coepbanke Poccuu OAO, r. MockBa

(HanMMeHoBaHMe OaHKa 1 OAHKOBCKUE PEKBU3UTHI)

K/c 30101810400000000225

BUK 044525225

IMoanucka Ha XXypHan
[ [Mennatpudeckas hapMaKoJIOTHSs
1 Bormpocsl coBpemenHoit nenuatpuu Cpok: [l monrona [ roxn

(Hal/lMCHOBaHI/Ie TraTexa. HyXXHO€ OTMCTI/ITb)

JlaTta CyMmMa 11aTeska: pyo. KOII.

Wudopmaliys o maTeablinKe:

(®UO, unzekce, aapec, tenedoH)

IMnarenpuyk (Moanuck)

NsBemenue

Kaccup

dopma Nel1/1-4
00O UznarenbctBo «Ilenmnatpb»

(HaMMeHOBaHME TOJTydaTesis IiaTexa)

7728798571

(MHH noayyaress niarexa)

Ne 40702810738110016525

(HOMCP cyeTa mnoJjryJyaresis l'lJ'IaTE)I(ﬁ)

B Coepobanke Poccuu OAO, r. MockBa

(HanMeHoBaHUe OaHKa U GAHKOBCKUE PEKBU3UTHI)

K/c 30101810400000000225

BUK 044525225

IMonnucka Ha XypHa
L] [MennaTpuaeckas hapMaKoJIOTHS
[1 Borrpocsl coBpemeHHoi nenuarpun Cpok: [ monrona [ rox

(HaMMeHOBaHVIe TraTexa. HyXKHO€ OTMCTI/ITB)

JlaTta CymMa 1iatexa: pyo. KOII.

HMudopmarnius o niaTeaplinKe:

(®UO, unnekce, amapec, TenedoH)

IMnarenpuk (moanuck)

PepakumoHHas
nognMcKa — 3T10:

° MoAnNMCKa c 1I060ro Homepa
Tenepb NoANMCATLCS MOXHO

¢ ntob0oro Homepa Ha rog,

WAW Ha Nonroaa

* ya06¢cTBO onnathbl

Mo kBUTaHLMKM B IIO6OM OTAENEHUN
Cbepbatka PD.

Pa36op4mBbLIM NOYEPKOM BNMLIUTE
B KBUTAHLIMIO CBOW JINYHBIE AAHHbIE:
®UO nonyyatens, agpec Ans
[LOCTaBKM XYPHANOB C MHAEKCOM,
KOHTaKTHbIV TenedoH. OTmeTsTe
HY>XHbIV XXYpHan v Nnepuog,
NOAMUCKN N YKaXUTE ee CTOMMOCTb.

HUndpopmayus

ANS1 IOPHAHYECKHX NTHL

[ns opopmneHns nnaTexHbix
[IOKYMEHTOB HEO6X0AMMO NpUcnaTh
3asBKy Ha NOANMUCKY (HaMmMeHoBaHne
XypHasna 1 Cpok NOAMNCKM)

1 PEKBU3UTbI OpraHm3aumum

no an. noyte sales@spr-journal.ru

AneKTPOHHbIE BEpCUU XypPHanos
Coto3a neguatpoB Poccun
Ha cante www.spr-journal.ru
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D WET e 0CHOBDI MMMYHOTIOTHI

YBAJKAEMBIE YNTATEIN!

NsparenbctBo «Ilegmatpb»  BBIYyCcTHMIIO
TpeTbio KHUTY cepun « OCHOBBI IMMYHOJIO-
TUU» — Y4eOHO-MeTOIYecKoe mocobue s
CTYE€HTOB-CTOMATO/IOrOB «OCHOBBI MMMY-
HO/IOTMH JI/Is1 CTOMATO/IOTOB» 10T peflaKI /-
enn JI.B. Iamkosckoin, JI.C. Hama3soBoii-

bapanosoii, M.A. CTeHNHOIL.

ANf CTOMATOOroB

YHEGHOE NOCOGME ANA CTYAEHTOB MEAWLHWHCKKX BY30B

Mop penakumei
1.B. FankoBcko#, J1.C. Hamasosoi-bapanosoi, M.A. CTeHMHOR

Mockea
MNeanarph
209

B nepsom pasgene

Tpetun pasgen

OCBeLLaloTCs OCHOBbI 06LLEN NMMYHONOTMN: CTPYK-
Typa MMMYHHOW CUCTEMbI U 06LLIME 3aKOHOMEPHOCTM
ee yHKUMOHMPOBaHWA. [aHa xapakTepucTuka
OCHOBHbIX MEXaHN3MOB BPOX/AEHHOr0 11 afanTUBHO-
ro ummynuteta. OTAeNbHble rNaBbl MOCBSLLEHbI
XapaKkTepuCTVKe KNETOK WUMMYHHOM CUCTEMbI, MPOo-
ueccam amddepeHunpoBkM T- 1 B-numdoumTos,
CTRYKTYPE U PYHKUMAM aHTUTEN, CUCTEME LIMTOKM-
HoB. PaccmaTpumBatoTcst CTpoeHme 1 oyHKUMK rnaB-
HOro KOMMeKca rmcToCoOBMECTUMOCTM YeoBeka.

Bo BTOpOM paspgene

O3HaKOMUT YuTaTenemn c NPOABNEHNAMIN HaPYLLIEHNIA
NMMYHHOW CUCTEMbI MPU MEPBUYHBIX Y BTOPUYHBIX
nMMyHooeduumMTax, anneprm4eckx 1 ayToMMMyH-
HbIX ©onesHsx. B nocobuu npuvBeneH nepeveHb
BOMPOCOB A1 CAMOKOHTPOSA.

MpennoxeHHas CTPYKTypa nocobus NMoMOXeT CTy-
[eHTaM BbleVTb MPUHLMNMANbHbIE acnekTbl U3y-
4YaeMblX MPOLECCOB, OPraHM3oBaTb M KOHKPETU3N-
poBaTb U3y4YeHue OMCUUNNHDI.

PaHee BbInyLLleHHbIe
KHUMU cepuu

N3y4alTCst 0OCOOEHHOCTU OTBETA MMMYHHOW CUCTE-
Mbl Ha MWKPOBWOTY POTOBOM nonocTu. [MNpoBeneH
aHanM3 UMMyHoMNaToreHe3a XPOHWYECKMX BOCMnanu-
TeNbHbIX MPOLIECCOB B MAPOMOHTE, & TaKkKe OCIOX-
HEHW BHE POTOBOV MOMOCTH, BbI3bIBAEMbIX 0OUTAIO-
LMW B Hel BakTepusMu.

Mo Bonpocam NpmMobpeTeHUS MOXHO obpaLlaTbes
B U3garenbcTBo «[leguaTtpb»

E-mail: sales@spr-journal.ru, Ten.: +7 (916) 650-01-27.
Bunbema CaaksH

OcHOBbI DBLUGH UMMYHONOIWK OCHOBBI KNWHAYECHON
WMMYHONOTWKA K aNNepronorMu
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YBaxxaemble yuntarenu!

lNpennaraem Bawuemy
BHMMaHUIO HOBUHKU usaarenbcTBa «llegnatpb»

METO[bI UCCNEOOBAHUSA CNYXA YV AETEN
e, AsTopbl: A.B. Mawkos, 1.B. Haymosa, 11.B. 3enexkoBa

METOfEI HECTEQOEARKA .
GRVXA Y QETER B 6powtope npenctasned 00630p Haubonee BOCTPEOOBAHHLIX METOLOB WCCMELOBaHWA crnyxa y [eTeil.

[MocnenosaTenbHOCTb ONUCAHNS METOLMK COOTHOCUTCS C BO3PACTOM pebeHKa Ha4uHas ¢ nepuoaa HOBOPOXXAEHHOCTH.
[TepBblit pa3gen NOCBSILLEH BOMPOCY ayAMONOriY4eckKoro HEOHATanbHOTO CKPUHWUHIA. Takxe NPUBEMeHbl Apyrue
aKTyanbHble ayauonornyeckne MeToAbl, MO3BONAKLIME NONMy4aTb WHGOPMALMIO O COCTOSHWW OpraHa cnyxa u
CITyXOBOr0 aHanm3atopa W NpUMEHATb NOJNyYeHHble JaHHble AN NeYeHUs W CIyXOpeyeBoi peabunutaunu aeTen ¢
TYroyxocTbt0. B 3aKnouuTesibHbIX pa3genax onncaHbl CyobeKTUBHbIE ayauno-nornyeckue TecTbl. MeToamKa ToHanbHo
MOpPOroBoil ayanoMeTpui SBNSeTC 6a30BbIM TECTOM ANS OLEHKM CyX0BOW PyHKUMW. OnuUCaHHble PeYeBble TECTbI
M03BOJIAOT OLIEHBATH KOMMYHWKATUBHbIE HABbIKW U MTOKA3bIBATb 3DMEKTUBHOCTbL MPOBELEHHOI 0 C/TyX0NpPOTE3MpPOBaHMs
U KOXJ1eapHOM UMMIIaHTaLMmK C NocreaytoLen cryxopeyeBon peabunutaunen nauneHTa.

bpowtopa npeagHasHadeHa i Bpadeil CypAOnOroB-OTOPUHOMAPWUHIONOrOB, OTONAPWHTONOr0B, HEOHATONOr0B U
neanaTpoB, a TakXe Ans CTYAEHTOB MeAMLMHCKNX BY30B 1 OPAMHATOPOB.

Cepusa «bones3Hn getckoro Bo3pacta ot A ao f1». OcHoBaHa B 2012 ropy.

bPOHXWAJIbHAS ACTMA

60onesHn. PyKOBOACTBO OCHOBAHO HA COBPEMEHHbIX MEXAYHAPOAHbIX W KIMHUYECKMX pekomeHpaumsx Corosa
neamatpos Poccun, NOMHOCTLIO OTPaXKaeT TeKyLLMe NOAXO0AbI K AMArHOCTUKE 1 Tepanui 6pOHXManbHON acTMbl y feTei
COrMacHo NpuHUMNam JoKasaTenbHON MeAULNHBI.

KHura npefHasHadyeHa Ang Bpayelt annepronoros, nefuatpos, MynbMOHOMONOB U OPAMHATOPOB, 06YHatOLMXCa MO
CneunanbHOCTK «neanaTpusa» 1 «anneproaorua n UMMyHoOnNorua».

------- ? Mog pepakuueii: A.A. baparoBa, J1.C. Hama3oBsoii-bapaHosoii, P.M. Xautosa
{bonesnup — 5 y
4 aemckoro B pykoBOACTBE W3NOXEHbI MPUHLMMbLI ANATHOCTMKIA 1 NEYeHUs GPOHXWANbHON acTMbl y [ETeil, npeacTaBneHa
J Bo3pacma cTparerus BeIeHUst NaLMeHTOB C OCTPOM acTMON, KOpPeKLMs 6a3UCHON Tepanuu B 3aBUCUMOCTIA OT YPOBHS KOHTPONS
L
:
L
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BONKHANKHIT ACTMA

NEPBAA NMOMOLLb AETSAM.
CoBertbl ANA TeX, KT0 Xo4eT noMoYb, Korga peﬁeHKv nnoxo
NEPBAS Mop pepakumeii: A.A. baparosa, J1.C. Hama3osoii-bapaHoBoii

NnoMoLb ; _
NETAM B paHHoi 6polutope onucaHbl cnocobbl 0KasaHUA NepBoi MOMOLLM AETAM MPU HEOTIOXKHbIX COCTOAHMAX, TAKNX KakK

J— MOTeps CO3HAHMS, OCTAHOBKA [bIXaHUs 1 KDOBOOOPALLIEHUS, KPOBOTEYEHUS, TPABMbI, 0XKOTM, OTPABNEHNA 1 [p.

o 113gaHue paccymTaHo Ha LWNPOKWUIA KPYr yuTaTeneil n 6yaeT nonesHo He TONbKO MeJULMHCKUM paBoTHIUKaM, nejaroram
1 POANTENSAM, HO 1 MOAPOCTKAM C aKTUBHOW XKU3HEHHON No3uumeil. OHO NO3BONUT pacLUMPUTL KPYro3op B 06nactu
0KazaHus NepBoi NOMOLLM NOCTPafaBLLIEMy U HEOOXOAMMbIX LeACTBUI B KOHKPETHOW CNOXmMBLUeAcs cutyaunn. Mol
0YeHb HaZeemcs, 4YTO, U3Y4MB HaALLy KHUTY W CTaB ClyvyalHbIM CBMAETENEM 3KCTPEHHOW CUTyauuu, U Bbl CBOUMM
JENCTBNAMU cnaceTe XM3Hb KAKOMY-TO KOHKPETHOMY Ye/l0BEKY.

T
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