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Bonee 15 ner
onbiTa KIIMHUN4YeCcKoro I1pl"|MeHeHl"l$|1

> DHO6pen — NPoBEPEHHBIN U NPeACcKa3yeMbIN Pe3yrbTaT C HAAEXHbIM
npodunem 6esonacHocTn® !

> DH6pen — He BbI3bIBAET 06pa30BaHNA HENTPANNIYIOLLINX aHTUTES
N obecrnevnBaeT OOMrOCPOYHbIN KOHTPOMb Han 3abonesaHnem®>

> QH6pen — noaxoouT AN WKpokoro npoduna naumeHTos ¢ KOUA™

KPATKAA UHCTPYKLIA NO NPUMEHEHWUIO NPEMAPATA

Jnoconunuaar Ans NpUroTOBNEHNs pacTBopa ANs MOAKOXHOr0 BBeAeHs. OanH dnakoH ¢ nuodpmnusarom copepxmt 10,0 Mr unam 25,0 mr a THBIM MHrMOMTOPOM CBsi3biBaHMs OHO ¢ ero pe-Lentopamm Ha
NOBEPXHOCTM KNETKM, 1 TaKUM 06pa30M, MHFMGMPYET 61U0NOrnyeckyto akTueHocT ®HO. MokasaHus K npuMeHeHuto: FOBEHWNbHBIN MAMONATUYECKIAN NONMAPTPUT Y AETei 11 noap! C 2-X NET, pacnpocTpaHeHHbI ONUroapTpuT Y AeTeil U NoApocT-
KOB C 2-X JIET, NCOPUATUHECKMi apTpUT y MOAPOCTKOB C 12-X NET, apTPHT, aCCOLMMPOBAHHIA C 3HTe3UTamu ¢ 12 T, peBMaTOMAHbII APTPUT CPEAHEN U BbICOKOM CTENEHM TAXECTM, MCOPUATUHECKNIA apTPUT, aHKUNO3UPYIOLLWI CIOHAWANT, NCOPUa3 y
B3POC/bIX 1 eTel C 6 ner. I'Ipomsonokasauwﬂ nOBbILlJeHHaFI YYBCTBUTENbHOCTb K 3TAHEpLIeNTy Uy Nl060My ApYroMy KOMMOHEHTY N1eKapCTBeHHOI (OPMbI; CENcuC AN PUCK BOSHNKHOBEHWA CENCUCa; aKTMBHAA MHCDEKLVS, BKI04as XPOHMHECKME Ui

(i) (B T.4. TY6ep )CTb W NEPUOJ NaKTaLWuy; AETCKIA BO3pACT A0 2-X NeT. Mepbl NpeA0CTOPOXHOCTH: BONbHbIE AOMKHbI C Ha Hanuyne /i 0 Ha3Ha4eHUA JHOPena, B X0/ NeYeHns 1 nocne
OKOHHYaHUs Kypca Tepanun Hopenom. Mpuem 3H6pena CTieAyeT npepBarb, CAv Y NaLivieHTa pasBuBaeTCs Tsxenas uHeekuus. [o HasHaueHns SHGpena e Ot JTIOMKHbI ObITh | Ha Hasln4ve akTUBHOTO WIW NIaTEHTHOTO Ty6epKynesa. B
Cly4ae AMarHoCTUKI aKTMBHOTO TyGepkyniesa JHGpen HasHavaTbCs He OMKEH. [InarHo3 HeakTUBHOTO Ty-Gepkynesa NpeanonaraeT HasHadeHue CTaHAaPTHOI NPOTUBOTYGEPKYNE3HOI Tepaniu nepes Havanom neyeHns JHOpenom. Cnoco6 npuMeHeHIs i
[03b1: IHOPEN BBOAUTCS NOAKOXHO. [Py Tepanuu 10BEHUTLHOTO WAMONATUYECKOr0 apTpUTa 403 ONpezensieTcst ua pacyera 0,4 Mr/kr Macchl Tena (MakcuManbHas pasosasi A03a — 25 Mr). lpenapar BBOAWTCA ABK/bI B HEAEMI0 C MHTEpBANamut 3-4 AHS.
AnbTEPHATUBHIN PeXUM p 0,8 mr/kr maccol Tena 1 pa3 B Hefienio (MakcumanbHas pa3osas 403a - 50 Mr). Mo Apyrum noKasaHWsM — CM. NOMHYH0 MHCD ) B PyKLMK no Mo6o4Hoe AeiicTaue: O4eHb YacTo (>1/10):
VHEEKLUM (BKNH0YAA MHADEKLIMI BEPXHUX AbIXaTENbHbIX MyTeM, LMCTUTI, MHCHEKLMM KOXN), MECTHbIE PeakLyvn nocne il (BKNOYas KPOBOTEYEHME, 06PA30BaHME NC nr 1, 3pUTEMY, 3yA, 6071b, NPUNYXNOCTb). HacToTa M BUALI N060Y-
HbIX PEaKLVi Y AeTeV C IOBEHMNbHBIM WAMONATUHECKIM NONMApTPUTOM GbIN MOXOXM Ha Te, KOTOPbIE HAGMIOAANMCh Y B3POCTIbIX NALMEHTOB C PEBMATONAHbIM apTPUTOM. YCNOBUS XpaHeHs: XpaHuTb npy Temnepatype ot 2 o 8 °C. He 3amopaxvBsarb.
BoccTaHOBNEHHBIi# pacTBOP XpaHUTh BO (h1akoHax npu TeMneparype ot 2 Ao 8 °C He Gonee 6 Yacoe.

Cebinkn:

1. Scott LJ. Drugs. 2014;74:1379-410. 2. Pfizer data on file. Patient years. April 2016. 3. Enbrel (etanercept) SmPC. http://www.ema.europa.eu/docs/tn_GB/document_library/EPAR_Product_information/human/000262/WC500027361.pdf. Last accesed December
2013. 4. Scallon B et al. J Pharmacol Exp Ther. 2002;301:418-426. 5. Kosma¢ M, et al. Abstract 2598. American College of Rheumatology meeting, 9-14 Nov 2012. Washington, DC. 6. EMA. CHMP OuehuBatowwuii foknag SH6pen. Mpoueaypa NNEMEA/H/C/000262/
A46/145.1 11 anBapsa 2013. [lata oueHku: MapT 2016. 7. Ruperto N, u ap.. CreHA0BbIN AOKNaA, NPeac Ha BCTpeue KOro 0B, 6-11 HOABpPA 2015, Can OpaHuncko, Kanupophua. 8. Horneff G. Deutsches JIA Etanercept
Register Berichtszeitraum. [loknag Hoa6pb 30, 2015. 9. Minden K, et al. Rheumatology (Oxford). 2012;51:1407-15. 10. Constantin T, et al. ) Rheumatol. 201643 816-24. 11. Lovell DJ, et al. Arthritis Rheum. 2008;58:1496-504. 12. OpuumanbHas MHCTPYKUUA MO
MPUMEHEHNIO NIeKapCTBEHHOTO Npenapata Ana MeAVNLIMHCKOro npumeHexna SHBPEN®
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CpoenauTe war K 3awuTe
OT MHEBMOKOKKOBOMN NMH(PEKLNN

eHay

BaKuHa nHeBMOKOKK0BA NAVICaXapUAHaS KOHBIOTMPOBaHHAA AfCOPGHPOBaHHAA, TPHHAALATUBANEHTHAA

EQVHCTBEHHaA MHEBMOKOKKOBAS
KOHBLIOrMPOBaHHasA BakLMHa AN AeTei
OT 2 MecsLIEB U B3POCIIbIX BCEX BO3pacToB*

*KpaTkaa MHCTPYKLMA NO NPUMEHeHWI0 eKapcTBeHHoro npenapata MPEBEHAP® 13
(BaKLVHa MHEBMOKOKKOBas MonmcaxapuHasa KOHbIOrMpoBaHHaA afcopbupoBaHHas, TPUHaALATBaNneHTHas)

JNIEKAPCTBEHHAS ©OPMA: CycrieH3wisl A BHYTPUMBILEUHOTO BBEAEHNA
Bakuva Mpesewap’ 13 npeactansier co6oii KancynApHbie MOMCaxapuabl 13 CepOTUNOB MHEBMOKOKKa: 1, 3, 4, 5, 6A, 68, 7F, 9V, 14,
18C, 19A, 19F 1 23F, MHAVBNAYaNbHO KOHBIOTUPOBAHHbIE C ANdTEPMiiHbIM Genkom CRM, , 1 aACOPBMPOBaHHbIE Ha aniommuHItA docdaTe.

OMUCAHUE: lomoreHHas cycneHsna 6enoro LigeTa.
NOKA3AHUA ANA NPUMEHEHUA

BKIoUan (B TOM uMCne MEHUHTWT, GaKTEpUEMMIo, CENncuc, TAXenble
n (BHEGO! 1 cpepHue oTuThl) GopMbI 3a6oneBaHWiA, Bbi3biBaEMbIX Streptococcus
pneumoniae cepotunos 1, 3,4, 5, 6A, 6B, 7F, 9V, 14, 18C, 19A, 19F 1 23F ¢ 2-X MECALIEB 13HM 11 Janee 6e3 OrpaHueHs o BO3PacTy:
- B pamMKax H TUUeCKIX

- Y AL TPy NOBbILEHHOTO PUCKA Pa3BITUA NHEBMOKOKKOBOI MHGpEKLM.

A B pamKax HecKix cornacHo
TaKXe uuam rpynn pucka no i c coc B T.u. BUY.
OHKOJIOTMYECKIMI 3a60NeBAHMAMM, NOYHAIOWMM UMMYHOCYTIPECCUBHYIO TEPAMHIO; C AHATOMIMYECKON/PYHKUMOHAbHOI acnneHneir;
cyc wm A Ha 3Ty nauneHTam c NoaTeKkaHnem ¢ i

cpokam, a

CXEMA BAKUWHALA:
Bospact Hauana Cxema
VHTepBanbi n 403MpoBKa
BaKUMHALMM | BaKUMHaLWK
3 po3bi ¢ He MeHee 4 Her Mexzy BeeaeHuAMM. Mepeyio

26 mec 3+1MAN2+1 | [03y MOXHO BBOAUTS C 2-X MeC. PeBaKLMHALVA OAHOKPATHO B 11-15 Mec. Maccosas uMMyHusauva petei:

2po3bic He meHee 8 Hel Mexay 81115 mec.
711 mec 21 2 03b1 C UHTEPBANOM He MeHee 4 Hepl Mexay Ha BTOpOM

roay KusHm
12-23 mec 1+1 2 [103bi C MHTEPBANIOM He MeHee 8 Hefl MeXAy BBeACHUAMM
2 ropa v cTapwe 1 0

AeTn, paHee BaKyMHpoBaHHbie MpeseHap”
npotve 7 HdeKLMM, HauaTan 7-BaneHTHOIl BakUMHOI MpeseHap’, MoxeT 6biTb NpofonxeHa MpeseHap”
13 Ha NIOGOM 3Tare CXeMbl UMMyHI3aLMA.

KUAKOCTH; C XPOHMHECKIMI 326ONEBAHIAMM NerkinX, CePARHHO-COCYAVICTON CUCTEMbI, MIedeH, MoK 1 CaxapHBIM AAGETOM; GOnbHbIM

i acTmoii; 1M BeTAM; nuam, A B opr. KONNeKTUBaX (AETCKVIE AOMA, MHTEPHaTBI,
apmeVicKite KONIEeKTHBbI); PEKOHBANECLeHTaM ochoro CPEAHEro OTITa, MeHUHrITa, nyacto peam;
BCeM IMLam cTaple 50 NeT; TaBakoKyPUIbLIVKaM.

NPOTMBOMOKA3AHUA
- MoBbILWeHHaA YyBCTBUTENBHOCTL Ha Mpe/wWwecTBylollee BBeeHe MpeseHap® 13 wnn MpeBeHap (B TOM uncne, aHapUNaKTUUECKNi
WOK, TAXENblE FeHEPaNN30BaHHbIe annepriuyeckie peakumn);

uyBC Tb K HATOKCUHY /WY BLTIOMOTATE/IbHbIM BELIECTBaM;
- OCTPbIE MHGEKUMOHHbIE WM HEUHGEKLIMOHHbIE 3a60NeBaHINA, 0GOCTPEHNHA XPOHNYECKNX nocne
BbI3JOPOB/IEHNA U B NEPUOA PEMICCIN.
CNOCOB NPUMEHEHUA U AO3bl
Cnoco6 BBepeHna
BaKuyiHy BBOAAT B pa3oBoii 403e 0,5 M BHyTPUMBILIEUHO. leTAM NEPBbIX NET KU3HM B BepxHe- nosepx-

HOCTb CpejjHeli TpeTi 6efipa, LM CTaplLie 2-X NIeT - B AENETOBUAHYIO MbilliLly nfeva.

Mepea NpuMeHeHMem WNpuL ¢ BakuyuHom MpeseHap” 13 HEO6X0AVNMO XOPOLLO BCTPAXHYTb A0 MOMYUYEHNs FOMOreHHOI cycneHsuu. He
1CMONb30BaTh, €CAIN NPY OCMOTPE COAEPAKMMOTO WNPULA BLIABNAITCA MHOPOAHBIE YACTULbI, UM COAEPXKIMOR BbIFNARUT VIHAUe, YeM B
paspene «OnVcaHme» HaCTOALLEH MHCTPYKLM.

He BBoguTb Mp! p 13 W BHY ANuHYto obnactb!

Ecnn Havata BakuuHauma Mpesexap™ 13, A ee Takke i MpeseHap’ 13. Mpu BbIHY>KAEHHOM YBENMYEHUN
VHTEpBana MeXay UHBEKUMAMY NI0GOr0 113 NPUBECHHIX Bbille KYPCOB BaKUVHALVK, BBEIeHNe JONONHUTENbHIX 403 MNpeseHap’ 13 He
Tpebyetca.

Nuua e 18 net u crapwe

Mpesenap’ 13 esoauTca [ Mpesenap’ 13 He yc Pewere 06 Mexzy
BBeAeHvem BakuuH Mpeserap” 13 1 MTMB23 creayeT MPUHMMATL B COOTBETCTBUM C OPULMANLHBIMM METORUUECKUMY PEKOMEHAALMAMM.
Ocobble rpynnbl NauveHToB

¥ NAUMEHTOB MOCE TPaHCTIAHTALMY FeMOMO3TUECKVX CTBONOBBIX KNETOK A cepus cocToAwan u3 4 403
npenapara Mpeserap’ 13 o 0,5 M. Mepsan cepya cocTonT 3 Tpex ao3 nepBan 403a BBOANTCA C
TPETBEro N0 WeCTOii MecAL Mocne TPaHC! pBan Mexay ROMKeH COCTaBNATH 1 MecAL, PesakUuHVpyloLylo
03y PEKOMEHYETCA BBOAMTS Yepes 6 MecALes nocre TpeTbeit ao3bi. H petam TCA YeTbipexKpar-

Has BaKuMHaLWA, epBan Cepua MMMyH3aLMK COCTONT 13 3-x 403. MepByio 103y CejiyeT BBOAVTH B BO3PACTe 2 MECALIEB HE3ABICUIMO OT
macchi Tena peberka, noc A03bI - 1 mecau. /1 (6yCTepHOI) A03bl peKOMEHYeTcA B Bo3pacTe
12-15 mecaues.

Moxwunbie nauneHTbl

mmyHoreHHOCTb 1 6e30MacHOCTb BaKLmHbI Mpeserap® 13
YCNOBUA XPAHEHUA U TPAHCMOPTUPOBAHUA

Mpu Temnepatype ot 2 ao 8° C. He 3amopaxusath. XpaHWUTb B HELOCTYNHOM Ans AeTei mecTe. TpaHCNOPTUPOBaTh NpU TemnepaType oT 2

ANA NOXUNBIX

°C-25°C.He [JlonyckaeTca TpaHcnop: npw Temneparype Bbiwe 2-8 °C He Gonee NATN AHEN.
CPOKToaHoOCTU

3 ropia. He cnonb3oBath nocie MCTeUeHIA CPOKa FOHOCTIA, YKa3aHHOTO Ha YNaKoBKe.

i " no agpecy:

1)000 «I'Id)avlzep» 123112 Mockea, Mpecterckas Ha6., A. 10, BL| «Bawns Ha HabepexHoin» (Bnok C) Teneon: (495) 287-5000, pakc:
(495) 287-5300

2) 000 <HIMO Metposarc Gapw, Poccuiickan Deaepauns 142143, Mockosckas o6nacTs, Mogonbckwii paiion, c. Mokpos, yn. CocHosas, 4, 1
Ten./bakc: (495) 926-2107, e-mail: info@petrovax.ru

3) GepepanbHan cyx6a o Haa30py B chepe 3apaBooxpanenna (PocaapasHan3op): 109074, Mocksa, CrasaHckas ., A, 4, cTp. 1
Ten.: (495) 698-4538; (499) 578-0230

000 «MNdanzep MHHOBauum», Poccus, 123112, Mockea,
MpecHeHcKan Hab., a. 10, bL| «bawna Ha HabepexHoi» (Bnok C)
Ten.: +7 (495) 287 50 00. Dakc: +7 (495) 287 53 00.
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[BOIHO 3KCTPAKT KOPbI OCUHbI U KCUAUT 3aLMLLA0T 3y6bl U [ECHbI PA3PABOTAHA
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4710 AAaHHBIM PO3HUYHOTO EXXEMECAYHOrO ayauTa GapMaLeBTUHeCcKoro pbiHka 2017 roaa, % WDS
\hﬂ? Personal-Careru MapKeTHHroBOro areHTcTBa «DSM Group» B cermeHTe 3y6Hble nactbl, 6peHa ROCS® O weesaens
oo ODULNANLHHIAIMHTERHET MATA3H 6b11 CaMbIM MPOAABAEMbIM Ha TEPPUTOPUM PO 3a 2017 rof, B CTOMMOCTHOM BbIPXKEHUM. WWW.rocs.ru
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Bo3Bpalyas

Y 9 n3 10 getevi 3Ha4NTESIbHO CHUXKAIOTCS MPOSB/IEHNS CUCTEMHOIO apTpuTta
M OTCYTCTBYET /inxopagka Kk 12 Hegesne ne4yeHus’®

Kaxxgbivi BTopou pebeHOokK ripeofosieBaeT 3aBUCUMOCTb OT MTIOKOKOPTUKOUAOB
4yepe3s rog repanuin?

1. http://www.rosminzdrav.ru/documents/6249-standart-ot-28-yanvarya-2013-g (gata nocnefHero nocetuenus 24.01.2014); 2. http://www.rosminzdrav.ru/documents/6156-standart-ot-29-yanvarya-
2013-g (para nocnepHero nocetueHuns 24.01.2014); 3. De Benedetti F, Brunner HI, Ruperto N et al. N Engl J Med 2012; 367: 2385-95; 4. De Benedetti F, Brunner H, Ruperto N et al. Pediatric
Rheumatology 2011; 9 (Suppl 1): P 164

AKTEMPA® (Touunusyma6). PerumctpaumoHHbii Homep: JICP-003012/09. JlekapcTBeHHass ¢hopMa: KOHLEHTpaT [Ans MNPUroTOBMEHWs pacTBopa Ans WHQy3wini, 20 wmr/mn.
dapmakonoruyeckoe AewcTBUe: TOUMNM3YMad — PEKOMOMHAHTHOE IyMaHW3MPOBAHHOE MOHOKIIOHAIIBHOE aHTWUTENO K YerloBe4ECKOMY PeLenTopy WHTepnelikvHa-6. MokasaHus:
PeBMaToMAHbIN apTpUT CO CPeAHelt UMK BbICOKOM CTEMEHbI0 aKTUBHOCTY Y B3POCTIbIX Kak B BUAE MOHOTEpanuu, Tak U B KOMGVUHALMM C METOTPEKCATOM W/MK C APYrMu 6a31CHBIMU NPOTH-
BOBOCNaNUTENbHbIMU NMpenapataMmu, B TOM Yucne Ans TOPMOXEHUA PEHTreHONorn4eckmn ,qOKaBaHHOI?I LeCTpyKuun cyctaBoB. AKTUBHbIV I'IOﬂMapTVIKy]'IﬂprIVI OBEHWITbHbIN M,u,monamqecmﬁ
apTpuT y nauneHToB B BO3pacTte 2netwn CTaplle Kak B Buae mMmoHoTepanuu, Tak U B KOM6I/IHaLlVII/I C MeToTpeKcaToM. AKTVBHbBI CUCTEMHbIV KOBEHWSTbHbIN M,qmonamqecmﬁ apTput y nauu-
€HTOB B BO3pacTe 2netn CcTapLle Kak B BMae MoHoTepanuu, Tak U B KOM6VIHaLI,I/IM C MeToTpeKkcaToM. nporusonoxasauuﬂ: rMnep4yeCcTBUTENbHOCTb K Touvlnmsymaﬁy, J'IlOGOMy KOMIMOHEHTY
npenapata B aHamMHe3e; aKTUBHblIe VIHCbeKLlMOHHbIe 3aboneBaHust (B T.H. TyﬁepKynes). Cnoco6 NpUMeHeHusa U A03bl: PeBMaTOMJ:\HbII;I apTpuUT: BHYTPUBEHHO KanesibHO B 03€e 8 mr/kr 1 pas3
B 4eTblpe Hepdenu. He pekomeHayeTcs yBenn4eHne Oo3bl CBbille 800 mr Ha OaHy I/IHprGI/IPO nauneHTam c maccoi Tena Bbiwe 100 Kr. I'IonmapTwanﬂprM IOBEHWUIbHbIN Mumonamqecmﬁ
apTPUT: BHYTPUBEHHO KarnenbHo 1 pa3 B YeTbipe Hefenu B fo3e 10 Mr/kr nauveHTam ¢ Maccol Tena <30 Kr u 8 Mr/kr nauueHTam ¢ Maccoii Tena =30 Kr. CUCTEMHbIN 0BEHUMbHBIA anona-
TUYECKWIA apTPUT: BHYTPUBEHHO KanesnbHo 1 pa3 B ABe Heaenu B Ao3e 12 Mr/kr naumeHTam ¢ maccoi Tena <30 Kr 1 8 Mr/Kr naumeHTam ¢ maccoit Tena =30 kr. Mo60o4Hoe AeiCTBME: O4eHb
4acTo (=1/10) — MHheKLMN BEPXHUX fblXaTenbHbIX NyTei; YacTo (=1/100 n <1/10) — dnermoHa, nHekumm, BbiaBaHHbIe Herpes simplex 1 Tuna u Herpes zoster, 6onu B X1BOTe, A3Bbl POTOBOA
NONOCTW, racTPUT, Chifb, 3yA, KPANMBHULIA, FONOBHAS 60fb, FOTOBOKPYXXEHNE, MOBLILLEHNE aKTUBHOCTU «MEYEHO4HbIX» TPAHCAMUHA3, YBENUYEHWE MAcChl TeNa, noBbileHue Afl, nerkonexus,
HeWTPONEHWs, r’MNepxonecTepuHeMus, nepudepuyHeckme oTekun, peakumm rmnepyyBCTBUTENBHOCTU, Kallesb, OfblLLKa, KOHbIOHKTUBKT; HevacTo (=1/1000 1 <1/100) — AMBEPTUKYNUT, CTOMA-
TUT, SI3Ba XeIyaKa, NoBbILLEHVE 06LLEro GUNNPYGVHA, rMNEPTPUrNLEPUAEMUS, HEIPONUTMAS, TMNOTUPeO3. YCNOBUS XpPaHEHUs: XpaHWTb Npu Temnepatype 2-8°C B 3aLUMLLEHHOM OT CBETA
1 HelOCTYNHOM AN1si fleTel MecTe, He 3amopaxusaTb. Mogpo6Has MHhopmauus U3N0XKEHa B UHCTPYKLMMU MO MEAULIMHCKOMY NPUMeHeHUIo npenapata Akrempa®.
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KnuHunyecKkune pekomeHpauum

DOI: 10.15690/vsp.v17i2.1877

E.U. AnekceeBa® 2, T.M. isopsikoBcKaa® 2, U.M. Huknwuna®, P.B. leHncosa?, H.C. MoayepHaeBaZ,
0.A. Cyxopykux4, J1.C. Lly6una*, B.I. YacHbik®, M.M. KocTnk®

1 HaumoHanbHbI MeaULMHCKKWIA UCCRefoBaTeNbCKUI LIEHTP 300poBba feTel, MockBa, Poccuiickas degepavma

2 MepBblit MOCKOBCKMI rocyAapCTBEHHbIN MeAULIMHCKMIA yHMBepeUTeT M. M.M. CeyeHoBa (Ce4eHOBCKMIA
YHuBepcuTeT), MockBa, Poccuiickaa deagepaums

3 HayuHo-uccnenoBaTeNbCKMit MHCTUTYT pesmaTtonorui uM. B.A. HacoHoBsow, MockBa, Poccuitckas degepauns

4 LleHTp 3KCMepTU3bl U KOHTPONS KayecTBa MEAULIMHCKON noMolLu, MockBa, Poccuiickaa defepaLus

5 CaHKT-MeTepbypreKuii rocyapCTBEHHbIN NeguaTpUYecKnii MeaULMHCKUIA YHUuBepcuTeT, CaHKT-MNeTep6ypr,
Poccuiickaa Pepepaums

CucTeMHan KpacHaq BoJlMaHKa:
KIUHUYEeCcKUue peKomeHaauuu. Yactb 27

KoHTaKTHaa uipopmauus:

AnekceeBa EkatepuHa MocndoBHa, BOKTOP MEAULMHCKMUX HayK, npodeccop, 4n.-kopp. PAH, 3aBeaytowas peBMaTtonornieckum otgeneHmem HMAL,
3[0pOBbA AETEN, ieKaH neagnaTpuyeckoro dakynsreta Mepsoro MIMY um. U.M. CeyeHoBa

Appec: 119991, Mocksa, JTOMOHOCOBCKMI Np-T, 4. 2, ¢Tp. 1, Ten.: +7 (499) 134-02-97, e-mail: alekatya@yandex.ru

Cratbs noctynuna: 07.02.2018 r., npuHATa K neyatu: 26.04.2018 r.

B cTtatbe n3/10KeHbl COBPEMEHHbIE NPEACTaBIEHUS O JIeYeHNN CUCTEMHOM KpacHo# BoYaHKku (CKB). [Mogpo6bHo ocBelyeHbI
BoOrnpockl BeaeHus: naumeHToB ¢ CKB B yc/i10BHsSIX UMMYHOMNOAAB/SIIOWEN U FTEHHO-MHXEHEPHON Tepanuun. TakKe oTpaKeHb!
acrekTbl peabunutaluuu, NPoPuUIaKTMKM 060CTPEHUI 1 AucriaHcepHoro HabawaeHns aetern ¢ CKB. OTobpaKeHbl Kputepumn
OLIEHKM KayecTBa MeauLMHCKOM rnomolyn aetsam ¢ CKB. OtaenbHO npefctaBieHa AeTasibHasi MHGopMaLuns 0 CUCTEMHOM
KpacHov BonYaHKe A5 naumeHToB ¢ CKB 1 ux poautenei.

KnroyeBble cnoBa: cucTeMHasi KpacHasi Bo/lYaHKa, AT, 1e4eHue, NpopuiaKkTmka, AMcrnaHcepHoe HabgeHme.

(Ana yntupoBaHmsa: AnekceeBa E.WN., [BopaKkoscKas T. M., Huknwwuna W.T1., [enucosa P.B., MNoagyepHsaeBa H.C., Cyxopy-

Knx O.A., ly6uHa J1.C., YacHbik B.T., Koctnk M. M. CnctemHas KpacHas BONYaHKa: KIMHUYECKME peKoMeHaaumu. HYacTb 2.
Bonpochkl coBpemeHHow neanatpumn. 2018; 17 (2): 110-125. doi: 10.15690/vsp.v17i2.1877)

JIEYEHME! BblGOp TaKTUKKM NleYeHUs nauueHTa peKoMeHOyeTcs

[na onpeaeneHns ypoBHS AOCTOBEPHOCTM AOKa3a- OCHOBbIBaTb Ha pes3y/abTatax MOHUTOPWUHIa aKTUBHOCTH
TenbctB (YOO) vcnonb3oBanu Lkany onpegenexus YA 3a601eBaHUA, OLEHKEe CTeMNeHW MNOBPEXAEHUS OPraHoB,
Ons ne4vyebHblX, peabunuTaumoHHbIX, NPODUNAKTUHECKUX HanM4yMKM CconyTcTBYIOWMX 3aboneBaHuWn (YpoBeHb [0OCTO-
BMellaTenbCeTB (Tabn. 1). BEPHOCTH JoKa3aTesbeTB 5%).

#

1 depnepanbHble KIMHUYECKWE peKoMeHJauun pa3melleHbl Ha caiTe http://www.pediatr-russia.ru/sites/default/files /file /kr_skv.pdf

CBsa3aHHble JoOKyMeHTbI: MpuKka3 MuHUCcTepCcTBa 3apaBooxpaHeHns Poccuiickon Pepepauimn ot 25 oktabps 2012 r. N2 441H «O6 yTBEPH-

neHuu lMNopsaaka MeauLMHCKOM NomMoLM AeTaM No nNpoduio peBMaTonorus» (3apeructpupoBaH B MuHiocte P® 25 nekabps 2012, per.

N2 26370); Mpuka3 MuHUcTepcTBa 3apaBooxpaHenns Poccuinckon Peaepaunm or 07 okTabps 2015 r. N2 700H «O HOMeHKnaType cne-

LiManbHOCTEN CrneLmnanncToB, MMEIOLLMX Bbicllee MeanLMHCKoe U dapMaLeBTUYecKoe o6pa3oBaHue» (3apeructpupoBaH B MuHiocte PO

12.11.2015, per. N2 39696); lNpuka3 MuHucTepcTBa 3apaBooxpaHeHuns Poccuiickon ®efepaLum ot 8 okTabpa 2015 r. N2 707H «06 yTBep-

neHnn KBanuobuKaLuMoHHbIX TPe6oBaHU K MEAULIMHCKUM U dapMaLeBTUYECKUM paGoTHUKaM C BbICLUMM 06pa3oBaHWeM Mo HanpaBieHnto

NMOArOTOBKM «34paBOOXpPaHEHNE U MeJMLIMHCKUE HayKW» (3apernctpupoBaH B MuHiocTe PO 23 oktabpsa 2015, per. N2 39438).

*  B03MOXHO onpeaenenve yposHs GPP npu oCcTUeHMM KoHceHeyca Paboyer rpynnoi. GPP (Good Practice Points) — nHankaTopbl 406po-
Ka4yeCTBEHHOMN NPaKTUKU: peKoMeHyemas LoOpOKaYecTBEHHas NMpaKThKa 6a3npyeTcs Ha KIMHUYECKOM OMbiTe YneHoB Pabouew rpynnbl
no pa3paboTKe peKoMeHAaLUUN.
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Ta6nuua 1. LLIkana onpeaenexHns ypoBHS JOCTOBEPHOCTM AoKasaTenbeTs (YA) ana nevebHblX, peabunmntalLMoHHbIX, MPodUIaKTUYECKUX
BMellaTenbCcTB
Table 1. Scale for determining the levels of evidence (LE) for medical, rehabilitation, preventive interventions

yaa Uepapxus aAM3ainHOB KJIMHUYECKUX UccaeaoBaHui (no yooisanuio YA ot 1 go 5)

Hanbonee gocToBepPHblE JOKa3aTeNnbCTBa: CUCTEMATUYECKUI 0630P PaHAOMU3NPOBAHHbIX KTMHUYECKMX nccnegosaHum (PKN)
C NPYMEHEHMEM MeTaaHann3a

1

OtaenbHble PKW 1 cuctemaTtnyeckune 063opbl UccnefoBaHui nto6oro gusarHa (nommumo PKU) ¢ npumeHeHnem meTaaHanusa

HepaHaoMu3npoBaHHble CpaBHUTENbHbIE UCCNEA0BaHUSA, B T.4. KOTOPTHbIE

HecpaBHUTENbHbIE UCCNIEf0BAHUS, OMUCAHWUE KIMHUYECKOrO Crly4as Uin cepum cryvyaes, UCCNefoBaHus «Cny4yan-KoHTPOSb»

HaunmeHee focToBepHble JOKa3aTenbCTBa: MMEeTCs Nnilb 060CHOBaHWE MexaHU3Ma efCcTBUS BMeLlaTenscTBa
(BOKNIMHUYECKHNE UccnefoBaHUS) UM MHEHWE 3KCNEPTOB

HasHauyeHue uimn KoppeKuus ieKapcTBEHHOMN

Tepanuu

[03bl, N060YHbIE 3DDEKTLI U aNropuTM BeaeHUsa nauu-
€HTOB Ha dOoHe TepanuMn MMMYHOCYNPECCUBHLIMU Npenapa-
TaMu, UCMNONb3yeMbIMU A5 NIEYEHUS CUCTEMHOM KpacHOM
BONYyaHKK (CKB), npeactaBneHbl B Tab. 2.

Bcem 60nbHbIM CKB ¢ yMEpPEHHO BblpaXKeHHOM nuxopaa-
KOM M/1UNu nopaxeHuem OMOopHO-ABMUraTenbHOro annapara
peKoMeHayeTCs Ha3HaYeHne HeCTepPOnHbIX MPOTMBOBOCMA-

NUTeNIbHLIX NpenapaToB [1] (ypoBeHb JOCTOBEPHOCTH [JOKa-
3aresibCTB 3).

Bcem naunentam ¢ CKB npu Hanu4mMm npu3HaKkoB HU3KOM
aKTMBHOCTU 3abofeBaHuUs PEKOMEHAYETCH MOHOTepanus
npegHU3010HOM** nepopanbHO ANS MHAYKUUK PEMMUCCUM
(ypoBeHb focTOBEPHOCTH AoKasaTtesabcTB 5). MNpeaHn3o0noH
Ha3Ha4yaloT B HayanbHoOM go3e 0,25-0,75 Mr/Kr B CyTKM.
OnutenbHocTb npuema — 4-6 Hen. [lo3a npeaHuso-
JIOHa TNOCTENEeHHO CHUXaeTca [0 NoAfepXuBatowen

Ta6nuua 2. [103bl, N10604HbIE 3OPEKTLI U aNrOpUTM BEAEHMS NaLMEHTOB Ha GoHe Tepanuu UMMYHOCYNpPeCcCUBHbIMU NpenapaTamu,
MCMNONb3YEMbIMU AN1F IEYEHUS CUCTEMHOM KPACHON BOMYaHKM

Table 2. Doses, side effects and algorithm for managing patients during therapy with immunosuppressive drugs used to treat systemic N
ol

lupus erythematosus z

~

N~

Mpenapat ;

Kputepui M o

uKkodeHonarta

LWuknodpochamup AsaTuonpuH ® MeToTpeKcaT ';

modeTun >

<

[o3za 2-3 Mr/Kr 1 pas B feHb 1-3 mr/Kr 1 pa3 600 Mr/M2 nBaxabl 10-15 Mr/M2 B Hejento g

nepopasnbHo 2-3 Mec; B ieHb NnepopasnbHO B €Hb nepopanbHO ;

0,5-1,0 r/M2 B/B eXemecsi4HO | B TedyeHue 1 roga u 6onee WU NOAKOXKHO =

[

MNMo6o4Hble JlevikoneHxws; [Oucnencuyeckue Cynpeccusi KOCTHOro MWenoToKCUYHOCTb ]
addeKTbl remMopparuMieckui LIMCTUT; SBNEHUS; MO3ra; ocTpas avapes; | U UHTePCTULMaNbHbIN §:
obpatnmas anonewus; renaTtoTOKCUMYHOCTb; NeroyHbln dGnbépo3 NMHEBMOHWT (CHUXXEHUWE pUCKa E

6ecnnoave; nenkemus, CblIMb; JIENKOMEHNUA npu npueme GoaveBon =

numbomMa, nepexoHo- KWUCNOTbI), 06patumoe g

KIeTo4YHas KapuuHoma noBblllEeHWe TpaHCaMKHa3, E

MOYEBOro ny3bIps dU6pPO3 NeyveHn E

[

KymynatusHas He onucaHbl Ana OHKonoruu; He onucaHbl He onucaHbl He onucaHbl )
ToKcuyeckas fosa | 500 mr/Kr ana asoocnepMmuu 8
KnuHuyeckumn ExxeHepenbHbit OAK ExxeHepenbHbit OAK Kaxkable 2 Hepg OAK McxoaHo peHTreHorpadus 3
MOHWUTOPUHT Ha BpeMs NpoBeAeHUs Tepanuu | B TedyeHune 1 mec, B Te4YeHue 2 mec, UM KOMMbIOTEPHANA 8
(06bI14HO 2—3 Mec); UcxoaHas 3aTeM Kaxfble 3 Mec. 3aTeM exxemecs4Ho. TomMorpadusa opraHoB rpyLHoOwM 5

1 exxemecsyHas oLeHKa BpemeHHas otmeHa OCHOBHble Noka3zatenu | KneTkn, OAK 1 neyeHouHble m

DYHKLMM NOYEK U NEYEHM.
BpemeHHas otmMeHa

W/WNU CHUMKEHWE [03bI
MpW HENTPONEHWUK

YHKLMK neveHn
1 MOYEK exeMecsyHo

nokasarenu, 3atem OAK
M NEYEHOYHble NoKasaTenu

N/WNN CHUKEHUE A03bI < 1,5><109/n, [0 HOpManusauuun Kaxable 2 Hep.

npv HENTPONEeHUn TPOMOOLIUTONEHUM COCTOSAHUSA. BpemeHHas otmeHa

< 1,5><109/n, < 150><109/n BpemeHHas otmeHa W/VUNU CHUXEHWeE A03bl
TpomMGOLUTONEHNIN W/VWNW CHUXKEHWE A03bl | NPU NOBbLILEHWUN MEYEeHOYHbIX
< 150X 109/n v remaTypuun. npu HENTPONEHUH GepMeHTOB Bbllle

OAK Ha 10-# aeHb < 1,5><109/n, pedepeHTHbIX 3HaYEHUN,

npv BHYTPUBEHHOM TPOMOOLIUTONEHUM 4yucne HenTpodunos

BBeAeHUU. CHU3UTb J03Y

NP NOYEYHOM UK NEYEHOYHOWN
HeaoCTaToOYHOCTH

[10 250300 mr/m2

<150%102/n nu6o
NpW 3HaYUTENbHbIX
no60o4HbIX abdeKTax
CO CTOPOHBI
KeNyLo4HO-KULILEYHOro
TpakTa

< 1,5><109 N, TPOMGOLMTOB
<150X10%/n unun nx
GbICTPOM CHUXKEHUMU;

npv pasBuUTUM MHOEKLIUI UK
[MCNEenCUYECKUX ABNEHUSAX
(TowWwHOTA, pBOTA, AMapes)

lMpumevarHme. OAK — o6 aHann3 KpoBHy.
Note. OAK — complete blood count.

**  JlekapCTBEHHbIV NpenapaT BKIOYEH B NEPEYEHb KU3HEHHO HEOOXOAMMbIX M BarKHENLLUX IEKAPCTBEHHbIX Mpenaparos.
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0,2-0,3 Mr/Kr B cyTKku (npumepHo 10 mr/cyT). AnnuTensHOCTb

npuemMa — HECKO/bKO NeT.

Bcem nauneHtam ¢ CKB ¢ yaoBneTBopuTENbHbIM 06LMM
COCTOSIHUEM, U/WAN YMEPEHHBIM KOXHbIM U CYCTaBHbIM CUHA-
POMOM, W/WUAN HU3KUMW nabopaTOpHbIMKU MOKa3aTensimu,
N/WIN HEBbIPAXKEHHbBIMU MOPaXKEHUAMMU BHYTPEHHUX OPraHoB
peKoMeHayeTca ANa MHAYKLMM PEMUCCUU Ha3HavyeHwne npea-
HM30n0Ha B fo3e 0,25-0,75 Mr/Kr B CyTKW. JAUTENbHOCTb
npuemMa — 4-6 Hefd. [lo3a npeaHU30/10Ha NOCTEMNEHHO CHU-
aeTcq Ao noagepxuBatouern — 0,2—0,3 Mr/Mr B CyTKHM (Mpu-
MepHOo 10 mr/cyT). AAnTenbHOCTb NPUemMa — HECKOJIbKO NeT.

Bcem nauymeHtam ¢ CKB npu Hann4mm npu3HakoB yme-
PEHHOW aKTMBHOCTM 3aboneBaHWs PEKOMEHAYETCS Ha3Ha-
YyeHMe MOHOTepanun MpeaHU300HOM** nepopanbHO And
MHOYKUMKU PEMUCCUN (YPOBEHb [OCTOBEPHOCTU JoKa3a-
TenbCTB 5). HavyanbHasa no3anpegHmnsonoda — 0,7—-1,0 Mr/Kr
B CYTKM. [nutenbHocTb npuema — 6-8 Hea. [dos3a npea-
HW30/I0Ha NOCTEMNEHHO CHUXKAETCH 4O NOAAEPHKMBAKOLWEN —
0,2-0,3 mr/Kr B cyTku (npumepHo 10 mr/cyT). AnnTenbHoCTb
npuemMa — HECKO/bKO NeT.

Bcem 60nbHbIM CKB ¢ pe3uCTeHTHbIMY K TEpanuu npeaHn-
30/I0HOM KOXHbIM U MblLLEYHO-CYCTaBHbIM CUHAPOMAaMM NpuU
HeTsKenbIX, Heno4yeyHblx BapuaHTax CKB ansa 6onee 6bicTpo-
ro AOCTUMEHUS PEMUCCUU, a TaKKe cTepoungcbeperatowero
adpdeKTa U noaaepKaHMsa PEMUCCUM B COYETaAHUM C nNpea-
HM30/I0HOM A/ MpUemMa BHYTPb PEKOMEHAYETCS NPUMEHe-
HWe meToTpekcaTa** # (ypoBeHb fOCTOBEpPHOCTM fOKa3a-
TenbeT8 5). MeToTpeKcaT npumeHsietcs B fo3e 10-15 mr/m?2
(0,5—1 mMr/Kr) NOAKOXHO exeHeaenbHo.

Bcem nauuneHtam ¢ CKB, npuHuMMatlowmm MeETOTpeEKcear,
peKoMeHayeTcs Ha3HayeHue GONMEeBOM KUCAOTbl C Mpo-
PUNaKTUYECKON Lenblo (YpOBEHb AOCTOBEPHOCTH [OKa3a-
TenbeTB 5). donneBas Kucnota NPUHUMAETCs B [IHW, CBO-
604Hble OT NpUeMa MeToTpeKcaTa, B Jo3e 1-5 M.

Bcem naumeHtam ¢ CKB npu BbICOKOM CTEMEHU aKTUB-
HocTu (Il cTeneHb) pekoMeHayeTca Ha3HavyeHne NpeaHU30-
NIoOHa** nepopanbHO B COYETAHUU C NMynbC-Tepanuen MeTun-
npeaHM3010HOM** ang MHAYKUMK pemuccun [2] (ypoBeHb
[JOCTOBEPHOCTU JOKa3aTesbCTB 3).

Bbicokas cteneHb aktuBHOCTH (Il cTeneHb) CBK:

e (debpunbHasa nnuxopaaka;

e rnomepynoHedput llI-1V Tnna;

®  HEeWponcMxM4yecKkne NposBIEHUS;

e Kpu3sosoe TeveHne CKB;

® BblparKEHHbIN CEPO3MUT;

® roparKeHWe Nerkux;

e nonMmunosut, CO3 > 45 mm/v;

® aHTUHYKeapHbIn GaKTop M aHTUTeNna K JHK B BbICOKOM
T™TPE;

e 3Ha4yuTeNlbHOE CHWMXeHWe OO6Len reMOSIUTUHECKON akK-
TUBHOCTU KOMMJIEMEHTa U ero KoMmnoHeHToB C3, C4.
MpegHU30M0H AN Npuvema BHYTPb NPUMEHSIOT B A03e

1,5-2 Mr/Kr B cytkn (70-80 mr/cyT); ANUTENbHOCTb MpPK-

emMa MaKCuMManbHOW [03bl cocTaBnsaer 6-8 Hen. B Teve-

HMe 3 MecC 03y NpefHM30/10Ha MOCTENEHHO CHMMKAKT Ao

30 mr/cyt. Mocne aToro CHUXKEHWE CyTOYHOM A03bl NPEeaHMU-

30/10Ha NpoBoaunTCca MeaneHHee. O60CTpeHNE OBbLIYHO pas-

BMBaeTCs Npu AOCTUKEHUKU Ao3bl 25-20 mr/cyT. [lo3a npea-

HM30/I0Ha MOCTEMEHHO CHUXKaeTCs A0 MoAAepKMUBatoLWwewn

0,2-0,3 Mr/Kr B cyTku (npumepHo 10 wmr/cyt). Onutenb-

HOCTb Mpuema COCTaBNsSeT HECKONbKO NeT. Mpu pasButun

o60CcTpeHns 3abonieBaHUa [g03a MNPeaHM30/I0Ha MOXKeT

MOBbILIATLCA 40 MaKCUMasbHOMN.

#

MeTtunnpeaH13ooH npumeHsietca B gose 10-30 mr/Kr
Ha BBeJeHue B TedyeHne 3—5 nocnegoBaTtebHbIX AHEN.

Bcem naumeHTam ¢ CKB npu BbICOKOM aKTUBHOCTM 3a60-
neBaHns U HeadPODEKTUBHOCTM MOHOTEpanuu npenapartamu
rntokoKoptuKocteponaoB (FKC) pekomeHayeTcsi coyeTaHHoe
MCMNONb30BaHWe MpefHU30M10Ha 419 NepopanbHOro npuema,
nynbc-Tepanuu MeTUNNPeaHU300HOM** 1 nynbc-Tepanuu
unknodochamuaom**: # uan unknodochammaom ans nepo-
panbHOro npuema (ypoBeHb JOCTOBEPHOCTH JOKa3aTesbCTB 5).
[Ns MHOYKUMM PEMMUCCUMM MPeanoyTUTENbHO BHYTPUBEHHOE
BBeaeHue uuknopochamunga. Lmknodocdamua ans nepo-
panbHOro npuema HasHavalT B Ao3e 2,0 Mr/Kr B CyTKM
B TeyeHune 2-3 Mec. Uuknodochdamna ana nynbc-tepanuu
npumMeHsitoT B go3e 0,5—0,75 mr/m2 1 pa3 B 2 Heg, uav 500—
1000 Mr/mM2 (MaKcuManbHo 1,2 T) eXeMecsiyHO B TeueHue
6 mec, unu B fo3e 15 Mr/Kr (MakcumanbHo 1 ) Kaxkable 2 Hea
TPUXKAbI, @ 3aTeM Kaxable 3 Heq.

Bcem nauneHtam ¢ CKB npu HU3KOM aKTUBHOCTM KOXHO-
CYCTaBHOro BapuaHTa 3a6oneBaHUs PpeKOMeHAyeTCs Ha3Ha-
YeHMe aMWHOXMHOMIMHOBbLIX MpenapatoB (FMAPOKCUXI0PO-
XMH** # 11 xnopOoXMH) B KOMGUHaLMK ¢ TKC Ans noaaepaHus
PEMUCCUN U NPEeLsyNPeXAEHNS PELMANBOB MPU CHUKEHWUM
003bl KC nnn oTMeHe UMKIOCMOpMHa, a TakKe B CoOYeTaHUn
C aHTMarperaHtamu ansg npodunakTukM TPOMOOTUYECKMX
OC/IOXXHEHUW (YpOBEHb [OCTOBEPHOCTM [OKa3aTesbCTB 5).
[MOPOKCUMXNOPOXMH Ha3HavalT B gose 100-400 wmr/cyt
(8o 5,0 Mr/Kr B CYTKM), XJIOPOXMH — B Ao3e 125-250 mr/cyt
(mo 4,0 mr/Kr).

Bcem naunertam ¢ CKB ¢ ntonyc-Hedputom llI-V Knacca
PEKOMEHAYETCS Ha3HayYeHMe asaTvonpuHa B COCTaBE KOM-
OMHUpPOBaAHHOM noaaepuBatolen Tepanun [3] (ypoBeHb
[OCTOBEPHOCTH foKa3aTesbCTB 2). A3aTUONPUH Ha3HavaeTcs
B 4o3e 1—-3 Mr/Kr B CyTKM (MakcumanbHas go3a 150 mr/cyr).

Bcem nauneHtam ¢ CKB ¢ uepebpanbHbIMKU, KOXHbIMU
npossnexHnamu CKB, nonyc-HedpuTom Il Knacca, a Takxe B
HeTsKenbIx cnydasx CKB pekomeHayeTcs Ha3HayeHue a3a-
TUOMPUHA B COCTaBE KOMOUHMPOBAHHOW NOAAEPKMBaAIOLLEN
Tepanuun [4] (ypoBeHb AOCTOBEPHOCTM [oKa3aTesibCTB 3).
AsaTvonpuH Ha3HavyaeTcsa B Ao3e 1—3 Mr/Kr B CYyTKM (Mak-
cumManbHasg gosa 150 mr/cyr).

Bcem nauueHtam ¢ CKB npu cTeporape3nucTeHTHOM WK
peLnanBumpyoLLEM CTEPONA3ABUCUMOM HEDPOTUHECKOM CUHA-
pomMe, 06YCNOBAEHHOM MeMOPaHO3HbIM BOMYAHOYHbLIM He-
dputom (V Knacc), a Takke npu TpOMOOLMUTOMNEHNUN, aHEMUH,
KOXHbIX M3MEHEeHMsX, nonuceposunte, pedpakrtepHoMm K KC,
pPEKOMEHAYETCS Ha3HavyeHWe UMKIocnopuHa** (ypoBeHb A0-
CTOBEPHOCTU foKasaTesnbCcTB 5). LIMKNOCNOpUH nNpuUmMeHsaeTcs
B f03e 2,0—5,0 Mr/Kr macchl Tefia BHYTPb B ABaAbl B CYyTKMU.

Bcem nauneHtam ¢ CKB pekomeHayeTcs Ha3HayeHue
npenapaToB MUKOGEHo0BOI KucnoTbl™* # ## 5 cneayiowwmx
cnyyasx:
® py HEBO3MOXKHOCTM MPOBOAUTL NleyeHne unKnodpocoda-

MWOOM B CBSI3M C pa3BUTMEM MOBOYHBLIX IGPEKTOB UK

HeXeNnaHuU NaumeHTa;

° 15 NOAAEP!KaHUS PEMMUCCUMM BONYAHOYHOTO HedpwuTa,
MHAYLMPOBaHHOM LMKNodochaMmnaom;

° 115 MHOYKLUWK peMUccumK 1 obecnevyeHns crteponacoepe-
ratouiero apdeKkra npu HeabPEeKTUBHOCTU LnKIodpocda-
Muaa, METOTpeKcaTa, a3aTUoMNpuHa, LMKIocnopuHa [5]
(YpoBEHb JOCTOBEPHOCTHU JOKaA3aTe/bCTB 4).
MuKkodeHonata ModeTU HazHavaeTes B 4o3e 600 Mr/m2

NOBEPXHOCTU Tena 2 pasa/cyT, MMKOdEHO0Bas KUCoTa —

B 4o3e 450 Mr/m2 noBepxHOCTU Tena 2 pa3a,/CyT.

HasHayeHune neKapcTBEHHOro Npenapara BHe 3aperucTPUPOBaHHbIX MOKa3aHwi.

Mocne nony4yeHns MHPGopMMPOBaHHOIO COrnacus poauTenen u naunMeHToB B Bo3pacTe ctaplue 14 nert, cornacusi JIokanbHOro aTu4ecKo-
ro v opMynapHOro KOMUTETOB B YCIOBUSAX CNELMANM3MPOBAHHOIO PEBMATONIONMYECKOro cTaunoHapa deaepanbHOro ypoBHS.



Bcem naumeHtam ¢ CKB B cnydae HeaddpeKTnBHocTU TKC
B COYETaHMM C UMKIodochamMmaom U/vWnv ApYruMu UMMYy-
HofenpeccaHTamMu M pa3BUTUM Ha 3TOM GOHe remopparu-
4YeCKOro anbBeonnTa, BONYAHOYHOrO HedpuTa, NoparKeHus
LleHTpanbHOM HepBHoOM cuctemsbl (LLHC), Tpomb6oumToneHmnu
NS UHAYKUMKW PEMUCCUUN PEKOMEHAYETCA NPUMEHEHMe npes-
HM30/I0Ha MepopasnbHO, MyNbC-Tepanunu MeTUANPeaHU30/10-
HOM** uuKknodochamuga™ ™ # unu gpyrux uMmyHoaenpec-
CaHTOB coYeTaTb C FEHHO-UHXEHEPHbIM GWOIOrMYECKUM
npenapaTom putykcumabom™*: # [6, 7] (ypoBeHb gocTosep-
HocTh fokasaTtesbeTB 3). PUTyKcnumab npumeHsieTcs B Ao3e
375 Mr/m? Ha BBefeHWe 1 pa3/Hen BHYTPUBEHHO B TeUeHWe
4 nocnegoBaTenbHbIX Heaenb nan 750 Mr/M2 NOBEPXHOCTH
Tena ABaxkabl ¢ MHTepBanom 14 gHen.

Bcem nauuneHtam ¢ CKB B cnydyae HeapdEKTUBHOCTH
KC B coyeTaHun c uumknopochdammaom W/uMnuM Opyrumu
MMMYHOZenpeccaHTamn U pasBUTUM Ha 3TOM POHE remop-
parM4yeckoro anbBeonuTa, NMHEBMOHWTA, Cepo3uTa, nopa-
weHus UHC, aHTMdocdonunuagHoro cuHapoma, Tpombo-
LMTONEHUN, MHDEKLMOHHbIX OCMOXHEHWUI peKomeHayeTcs
npUMeHeHWe npeaHn30/I0Ha NepopasnbHO, NyabCc-TEpanuu
METUANPEAHNU30M0HOM, LMKnodochammuaa unm Apyrux MMmy-
HOAEenpeccaHToB coYyeTaTb C Tepannen MMMYHOT06YIMHOM
YerloBEUECKUM HopManbHbIM™** # nng uuaykumK pemuccun
[8-12] (ypoBeHb focToBEPHOCTH fOKa3aTesnbeTB 4). Ummy-
HOrNMOGYNMH YeNoBEYECKMI HOPMalbHbIM AN NeYeHUs npo-
aBneHnn CKB npuMMeHSaIoT BHYTPUBEHHO B Ao3e 1-2 r/Kr
Macchl Tena Ha Kypc, ans 1eveHns MHOEKLUMOHHbIX OCOXKHe-
Huh — B go3se 0,4-0,5 r/Kr Ha Kypc. KoHTponb adpdeKTuB-
HOCTU Tepanuu npoBoauTcs Yyepes 1 Hed, 1 1 3 Mec 1 ganee
Kaxable 6 mec. KoppeKkuus Tepanuu npoBOAUTCS Npu ee
HEAhDPEKTUBHOCTU N/UNN HEMNEPEHOCMMOCTU Ha tO6OM 3Ta-
ne nevyeHus.

0COGEeHHOCTU Tepanuu UMMYHoOAEeNpeccaHTamMmum

Bcem nauneHtam ¢ CKB, nonyvatowmm yuknodpocdamma,
peKoMeHayeTCcs Ha3HayeHue Ko-TpUMoKcasona® ans mpo-
GUNAKTUKK pa3BUTUS MHEBMOLMCTHOM MHEBMOHUU (YPOBEHb
[I0CTOBEPHOCTH [oKa3aTesibeTB 5). Ko-TpumaKco3on [Cysib-
damMeToKcas0 + TpMMETONpPUM] NpMMEHseTcs nepopaabHO
B A03e 5 Mr/Kr macchbl Tena.

Bcem nauneHtam ¢ CKB, nonyyatwolwmm MMmMyHoaenpec-
CaHTbl, PEKOMEHAYETCA NPOBeJeHNE Pa3BEPHYTOro KAMHUYe-
CKOro aHanun3a KpoBu He pexke 1 pasa B 2 Hef AN KOHTpons
30dEKTMBHOCTM M 6e30MacHOCTU MPOBOAUMOrO nevyeHus
(ypoBeHb fJOCTOBEPHOCTH fOKa3aTesbeTB 5). PeKomeHayeTcs
onpeaeneHne KOHLEHTpaLmm reMornoburHa, Ynucna apuTpoLm-
TOB, TPOMOOLMTOB, NIEMKOLMTOB, NENKOUMTapPHON POPMYIibI,
CO93. PeKkomeHayeTcst NponycTUTb MHbEKUMK/MIPUEMBI UMMY-
HoAenpeccaHTa MNpPU CHUXEHUU Yucna NEWKOLUMUTOB M/Un
3PUTPOLMTOB, U/UK TPOMOBOLUMUTOB HUXKeE HOopMbIL. Mprem MKC
nepopanbHO NPOAOC/IKUTL. PEKoMeHayeTCs KIMHUYECKUI aHa-
I3 KPOBM NOBTOPUTL Yepes 1 Hell; BO3SOOHOBNEHME IeYEeHUS
MMMYHOAEMPECCAHTOM B TOM }Ke 03€ pPeKOMEeHyeTcs nocne
BOCCTAHOBJ/IEHMS NOKa3aTeNen KIMHUYECKOro aHannaa Kpo-
BW. [p1 NOBTOPHOM 3MM304€ CHUKEHMUS YUCNa KNETOK KPOBM
pPEKOMEHAYETCS PELLNTb BOMPOC O KOPPEKLUMKU A03bl UMMYHO-
AenpeccaHTa uan CMeHe npenapara.

Bcem naumeHtam ¢ CKB, nonyyaiowum vmmyHogenpec-
CaHTbl, PeKoMeHayeTcs npoBeaeHne GUOXMMMYECKOro aHa-
nm3a KpoBu 1 pa3 B 1-2 Hed, nNpy HEO6XOAMMOCTU Yallue

(ypoBeHb [OCTOBEPHOCTU foKa3aTenbCTB 5). PekomeHayeTtcs
onpeaeneHue cneayoumx nokasaTenen: obumm 6enokK, 6enko-
Bble dpaKkuMK, MOYEBMHA, KpeaTUHUH, BUANPYOUH, MOKO3a,
Kanun, HaTpUh, MOHU3MPOBAHHbIV KanbLMW, anaHWH- 1 acnap-
TaTaMUHOTpaHcdhepasa, wenovyHaa docdarasa, amunasa,
nunasa. PekomeHayeTcs NponycTUTb MHBLEKLMIO/MPUEM WUM-
MyHOZEeNpeccaHTa Npu NOBbLIWEHWN YPOBHS MOYEBUHBI U/WUNK
KpeaTuHWHA, U/UNK anaHuH- 1 acnapTatammHoTpaHcdepassbl,
n/mnn 6unupybuHa Bbiwe HopMbl. [puem MKC nepopanbHO
NPOAO/IKUTb. PEKOMeHOyeTCH BUOXMMUYECKUI aHaNn3 KpoBHM
noBTOpUTb Yepe3 1 Hea. Bo306HOBNEHNE NEYEHUA UMMYHOE-
npeccaHTOM B TOM e J03€e PEKOMEHAYETCS Nocae BOCCTaHOB-
NIeHnst GBUOXMMMUYECKMX NOKa3aTenen Kposu. MNpu NOBTOPHOM
3Nn304€e MNOBbIWEHUA OGUOXMMUYECKUX MOKa3aTesnen KpoBM
PEKOMEHAYETCS pelmnTb BOMPOC O KOPPEKLUMK J03bl UMMYHO-
JenpeccaHTa Uan cMeHe npenaparta.

Bcem nauneHtam ¢ CKB, nonyyatowmm nmmyHogenpec-
CaHTbl, PEeKOMeHAyeTCs NPOBEAEHWE WMMMYHONOMMYECKOro
aHanus3a KpoBu 1 pa3 B 2 Hen (ypoOBeHb [OCTOBEPHOCTU
JokazaTtenbeTB 5). OnpeaenstTcs CbIBOPOTOYHbIE KOHLEH-
Tpauun nmmyHorno6bynmHos (Ig) knaccos A, M, G; C-peak-
TUBHbIN 6enoK (CPB), aHTMHYKNeapHbiM daKTop, aHTUTenNa
K aBycnupanbHon JHK, KonnemeHT, peBMaTonaHbii dakTop;
aHTUTenNa K KapamonunuHam, b2-rnmKonpoTenHy.

Bcem nauneHtam ¢ CKB, nonyyatowmm MmmyHogenpec-
caTbl, peKOMeHAYeTCA NpoBeAeHNEe Pa3BEPHYTOrO KUHUYe-
CKOro aHanu3a Mo4u He pexe 1 pasa B 2 Hej 419 KOHTpons
3QDEKTMBHOCTU M 6E30MacHOCTU MPOBOAMMOIO evYeHus
(ypoBeHb [OCTOBEPHOCTM AOKa3laTesnbcTB 5). [lpoBoauTcs
BCEM MauueHTaM Ans KOHTPons 3POEKTUBHOCTU/TOKCUYHO-
CTV NPOTMBOPEBMATUYECKOM Tepanuu.

0OCOGEHHOCTU Tepanuu reHHO-UHXXEHEPHbIMU

ouonornyeckumu npenaparamum (FMBIM)

Bcem nauumeHtam c¢ CKB, nonyyamowum puUTyKcMmao,
peKOMEeHIyeTCs OCYLECTBASATb JlIeYeHUe B YCIOBUAX CNeLn-
anM3nMpoBaHHOW MEAMLMHCKOW OpraHusaumMm ¢ Hanuvmem
nabopaTopHbIX U AMArHOCTMYECKUX noapasgeneHuin ans
CBOEBPEMEHHOW ANArHOCTUKMU COCTOSIHUM, CBAI3AHHbIX C pas-
BUTMEM HeXenaTesbHbIX SBAEHWUIA Ha GOHe Tepanuu pUTyK-
CcMMaboM, a TaKKe OTAeNIEHUs peaHnMaumm U MUHTEHCUBHOM
Tepanuu (ypoBeHb AOCTOBEPHOCTH JOKa3aTesibeTB 5%*).

Bcem nauneHtam c¢ CKB, nonyvawowmm puTyKcMmab
(v B co4vyeTaHun ¢ uuKiopochdaMnaom), pPeKoMeHayeT-
CA Hal3Ha4yeHWe Ko-TpMMOKcas3ona [cynbdameToKkcas3on +
TpumeTonpuml** # ang npodunakTMKM pa3BuUTUS MHEBMO-
LIMCTHOW MHEBMOHMMU [13] (ypOBEHb JOCTOBEPHOCTHU [JOKa3a-
TenbcTB 5). Ko-TpuMoKcason [cynbdameToKcason + Tpume-
TONpUM] NPUMEHSIETCA NepopanbHO B A03e 5 Mr/Kr macchl
Tena B CYTKM Anst NpodunakTMKM NMHEBMOLMCTHON MHEBMO-
HUKW Ha BPeMSs NeYeHnsa pUTYKCMMabomMm, a TakKe B TeyeHue
1 roga nocne ero oTMeHbl.

Bcem naumneHTtam ¢ CKB, nonyyatowmmm putyKkcumao, npu
NosiBAEHWUM KaTapalbHbIX ABEHUI, TMXOPALKM U MPU3HAKOB
NMHEBMOHWKU NO KOMMbIOTEPHON TOMOrpadmnn peKomeHayeTcs
HavyaTb BHYTPUBEHHOE BBEAEHUE KO-TPMMOKCa3ona [cynbda-
METOKCa30n + TPUMETONPUM], KnaputpomMmuuuHa** u ueod-
TpuaKkcoHa** (ypoBeHb [OCTOBEPHOCTM [OKa3aTesbCTB 5).
HasHayeHMe BHYTPMBEHHO KO-TPMMOKcasona + TPUMETO-
npuma 15 Mr/Kr B CyTKM (MO TPUMETONPUMY), KNapuTpoOMu-
UmnHa™ BX 15 Mr/Kr B cyTKM 1 LedTprarkcoHa™ 50-100 mr/Kr

JleKapcTBeHHbIV Npenapart, BXOAAWMI B [lepeyeHb MU3HEHHO HEOBXOANMBbIX U BaXHENLWMX IeKapCTBEHHbIX MpenapaTtoB A1 MEANULIMHCKOro

npumMeHeHust Ha 2018 roa (PacnopsikeHue MNMpaButenbctBa PP ot 23 okTabps 2017 r. N2 2323-p).

BK

JlekapcTBeHHbIV Npenapart, BXoAdLWwmMi B NepeyeHb NeKapCTBEHHbIX MpenapaToB AN MEAWULIMHCKOrO NMPUMEHEHUS, B TOM 4uCie NneKap-

CTBEHHbIX NpenapaTtoB AN MEAULIMHCKOrO NPUMEHEHMS, Ha3Ha4YaeMbIX MO PeLleHnio BpayebHbIX KOMUCCUI MeLULIMHCKUX OpraHn3aumi
(PacnopsikeHue MpaButensctBa PO o1 23 okT6ps 2017 . N2 2323-p).
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B CyTKW. PekomeHayeTcsi mponyctutb MHOY3UU PUTYKCUMA-
6a U MHbeKuMn/npuemMbl UMMyHoaenpeccaHTa. Mpuem M'KC
nepopasbHO NPOAOIKMTL. [lpoBedeHME KOMMbIOTEPHOM
TOoMOrpadun NErknx ANs UCKAIYEHUS WMHTEpPCTULMANbHOM
NMHEBMOHMU; CEPOSIOrMYECKOE UCCNeA0BaHNE KPOBU C LieNbio
onpefeneHns aHTuTen K NHeBMoLUMCTaM, X1aMuansm, MUKO-
nnasmam, BMPYCYy MPOCTOro repneca, LMTOMeEranoBupycy
(LMB), Bupycy dnwrtenHa—bapp; uccnegosaHue acnupara,
MOKPOTbI (MpW €e Hanu4uun) Ans onpefeneHns aHTUreHos,
Xxnamuauim, MMKonaasm, NHEBMOLMCT; UCCNIeA0BaHMeE CAIOHbI
M MOYM, KPOBU METOAOM MOSMMEPA3HON LEMHON peaKkumu
4NS BbISIBNIEHUS aKTUBHOM peEn/IMKalMKM BUPYCOB MpPOCTO-
ro repneca, UMB, 3nwrtenHa—bapp; pekomeHayeTcs npo-
[LOMKUTb NleYeHMe KO-TPMMOKCA30/10M + TPMMETOMPUMOM
W KNapuTPOMULMHOM B TeyeHune 14-21 gHs, uedTpuakco-
HOM — 14 gHen. Bo3o6HoBneHue neverHuns M'bBIT n nMmyHo-
[lenpeccaHToM peKoMeHAyeTCs He paHblle YeM Yepes 1 Heq
nocne NOoSHOro KynupoBaHMsa KIMHUYECKUX U NabopaTopHbIX
NPMU3HAKOB OCTPOM OMNMOPTYHUCTUHECKON UHPEKLMMU U OKOH-
YaHWa aHTMOGaKTepUanbHON Tepanuu.

Bcem naumeHtam ¢ CKB npu BbiSIBA€HWUM aKTUBHOM rep-
netnyeckon, LUMB, 3nwrtenHa—bapp BUpPYCHOM MHEKLMH
pEKOMeHAYEeTCH Ha3HavyeHue auuknosupa** 5-10 mr/kr
Ha BBeAEHME BHYTPMBEHHO KawAble 8 4, WKW TFaHUMKIIO-
Bupa** BX (¢ 12 neT) 5 Mr/Kr Ha BBeAeHWE BHYTPUBEHHO
Kaxkable 12 4 B cOYeTaHUM C YelloBEeYEeCKUM HOPMasnbHbIM
BHYTPMUBEHHbIM WMMYHOM06GYIMHOM?, cogepalLmm 18G
0,2-0,5 r/Kr Ha KypcC (ypoBE€Hb [OCTOBEPHOCTM [OKa3a-
TenbCTB 5). PekomeHayeTcs NponycTutb MHPY3UU PUTYKCH-
Maba M MHBEKUMU/MPUEeMbl MMMyHOZenpeccaHTa 4O Mon-
HOro BbI3gopoBaeHua pebeHKka. lMpuem TKC nepopanbHO
NPOAOAXMTL. MPOBOANTL NIedeHe NPOTUBOBUPYCHbLIMKU Npe-
napatamu B TedyeHue 14—-21 gHa. Bo3o6HOBEHWE NeveHne
TMBM n UMMyHOAENPECCAHTOM PEKOMEHAYETCA He paHee
4yeM 4epe3 1 Hepa Mocne MOSHOMO KynMPOBaHUSA KIMHKUYeE-
CKMUX M NabopaTopHbIX NPU3HAKOB MHOEKLMMU U OKOHYaHUS
NPOTUBOBUPYCHOM TEpanuu.

Bcem nauuneHTtam ¢ CKB, nonyyatoowmm putyKkcumao, npu
BbISIBIEHUU CHUXEHUS B CbIBOPOTKE KPOBU YPOBHSA IgG peKo-
MEeHAyeTCs Ha3HayeHUe 4YenoBEeYECKOro HOPMasbHOro BHY-
TPMBEHHOIro MMMYHOIN06YnHa, cogepxaulero IgG (ypoBeHb
[IOCTOBEPHOCTM JOKa3aTesibeTB 5). YenosevyecKkunn HopmMasb-
HbI BHYTPMBEHHbIN UMMYHOINOOBYNH Ha3Ha4yaeTca B 403e
2-8 mn/Kr. PekomeHayeTcs nponycTuTb MHDY3UKN pUTYKCUMa-
6a M MHBbEKLUKU/NpUEeMbl UMMyHoAenpeccaHTa. Mpuem TKC
nepopanbHO NPOACIKMTL. ECM He JOCTMraeTcs 4OCTATO4HbIN
ypoBeHb 1gG, WM nNpoucxoauTt ObICTPOE ero MOHUMKEHWe,
[03Y UMMYHOI06Y/IMHA MOXHO YBENUYUTb A0 16 MN/Kr unm
COKpaTUTb MHTEpBan Mexay BBedeHusmu. Bo3o6HOBneHMEe
nevenns TUBI M MmMMyHOAenpeccaHTOM pPeKoMeHAayeTcs
rnocnie BOCCTaHOB/IEHUSA YPOBHS IEG CbIBOPOTKU KPOBMU.

Bcem nauyueHtam c¢ CKB, nonyyawowmm puTyKcumao,
nNpu BbIIBAEHUU CHUMKEHWUS B CbIBOPOTKE KPOBW YPOBHSA
MMMyHOrnobynnHoB A, G, M peKoMeHayeTcs Ha3HaveHue
4en0BEYECKOr0 HOPMaNbHOMO BHYTPUBEHHOITO WMMMYHOI0-
OynuHa, cogepxalero IgA, 1gG, IgM (ypoBeHb 4OCTOBEPHO-
CTW foKa3aTesbCTB 5). HenoBevyecKni HopMasbHbIA BHYTPU-
BEHHbI UMMYHOIrNOGYIMH Ha3Ha4vyaeTca B o3e 2—8 MJ/KI.
PekomeHayeTcs nponyctutb MHOY3UKM pUTYKCMMaba U WUHb-
eKuun/npuembl UMMyHodenpeccaHta. puem TKC nepo-
panbHO MNpoAo/IKUTb. EcnnM He pgocturaercss AOCTaTO4YHbIN
YPOBEHb WMMYHOINOGYMHOB, WX MPOUCXOAWUT BbiCTpoe
UX MOHWMKEHWE, 03y MMMYHOrNo6YIMHA MOXKHO YBENUYUTb
00 16 MN/Kr Unu COKpaTUTb MHTEPBAN MeXay BBeAEeHUSMU.
Boso6HoBneHne nedyenus MBI 1 MMMyHoZenpeccaHToOM
PEKOMeHAYEeTCS Nocne BOCCTAaHOBNEHUS YPOBHA UMMYHOI/10-
OYNMHOB CbIBOPOTKMU KPOBMW.

Bcem nauuneHTam ¢ CKB, nony4vatowmm putyKcumao, npu
BbISIBIEHUN NIENKONEHUU U HENTPOMNEHWW PEKOMEHAyeTcs
Ha3Ha4YeHWe rpaHyNoLUTaAPHOIO KOIOHUECTUMYNIUpPYLOLLE-
ro ¢akrtopa (ypoBeHb [OCTOBEPHOCTU [JOKalaTesibcTB 5).
[paHynounTapHbIn KONOHUECTUMYNUPYIOLWNIK daKTop (dun-
rpacTumM**) HasHavaeTca B Ao03e 5-10 MKr/Kr B CYTKM
NMOAKOXHO NPU NIEMKONEHUU U HEUTPOMEHUN C aBCONOTHLIM
4nucioM HeltTpodunos Meree 1,5X102/1. PekomeHayeTcs
nponycTuTb MHOY3UKU pPUTYKCMMaba UM MHBEKLMK/MPUEMDI
nMmyHoaenpeccanta. Npuem MKC nepopanbHO NPOAOTIKUTD.
JNleyeHune dounrpactumom nposoautb 3—5 aHen (Npu Heoo6-
XOOAMMOCTHM [0fbl€) A0 MOMHOM HOpManusauuum 4ymcna nen-
KOUMTOB M HenTpodunos. BosobHoBneHne nevenunsa MBI
U UMMYHOAENPECCAHTOM PEKOMEHAYETCS MocAe BOCCTaHOB-
JIEHUS YMcna HeNTpPoduIoB.

JleyeHne aHTMOBUOTUKOM pEKOMEHAyeTCs NPOBOAMTbL A0
BOCCTaHOBNEHUS NenKoumTapHOn GopmMy bl M NpeKpalleHns
nuxopagkun. BozobHosneHue nedyenus MBI 1 ummyHoae-
npeccaHTOM PeKOMEHAYeTCS Nocfie BOCCTAHOBMEHWUS Yucna
HENTpPodUIOoB.

Bcem naumeHtam ¢ CKB npu pasBuUTUK CMHAPOMA CMUC-
TEMHOIO BOCMaNMTENbHOrO OTBETA PEKOMEHAYEeTCS Ha3Ha-
YyeHWe aHTUBaKTepuanbHOW Tepanum B COYETAHUU C UMMY-
HOrN06YNIMHOM YenoBeKa HopMasbHbIM [IgG + IgM + IgA] ans
BHYTPMBEHHOIO BBeAEHWUS (YPOBEHb [OCTOBEPHOCTU [OKa-
3atenbeTB 5). [1o3MpoBKa MMMYHOIN06YIMHA YeloBEKa HOp-
ManbHoro [IgG + I1gM + IgA] ans BHYTPUBEHHOIO BBELEHUSA
onpegenseTcs U3 pacyeta 5 mMa/Kr. PekomeHayeTcs npony-
CTUTb MHPY3UU pUTYKCMMaba U MHBEKLMUK/MPUEMBI MMMY-
HofenpeccaHTa Ha BeCb Nepuoj nevyeHuss aHTMBMOTUKa-
mMu. Mpuem FKC nepopanbHO Npoao/iKuntb. BosobHoBREHNE
Tepanun TUBIM “n MMMyHOOENPECCAHTOM PEKOMEHAYETCH
He paHee 4yeM 4epe3 1 Hep MoOcC/ae MOMHONO KynupoBaHus
KIMHUYECKMX M NabopaTOpPHbIX MPU3HAKOB cerncuca U OKOH-
YaHWa aHTMOGaKTepUanbHON Tepanuu.

Bcem nauuneHtam ¢ CKB npu pa3BuTnn MHOEKLMKN KOXK-
HbIX MOKPOBOB W MOAKOXHO-KUPOBOW KNETYaTKN PEKOMEH-
ayetcs npoBefeHue aHTubakTepuanbHOW Tepanuun (ypo-
BEHb [OCTOBEPHOCTHU [OKalaTesnbcTB 5). PekomeHayeTcs
NPONycTUTb MHOY3UU PUTYKCMMaba U WMHBEKUWU/MpPUEM
MMMyHOZenpeccaHTa Ha BeECb Nepuos e4eHns aHTMGUoTH-
Kamu. Mpunem N'KC nepopanbHO NPOAOIKUTb. HabnogeHne
XMPYpPromMm; npoBeAeHUEe MECTHOW Tepanuu (HalHavyeHus
xupypra). BosobHoBneHue nedenusa MBI n nmmyHoae-
npeccaHToOM pPeKoMeHAyeTCcs He paHee 4yem yepe3 1 Hep
nocsne NofIHOro KynmMpoBaHWUS KIMHUYECKUX U nabopaTop-
HbIX MPU3HAKOB MHOEKLMM M OKOHYaHUS aHTUGaKTepuasb-
HOW Tepanuu.

Bcem nauuneHtam ¢ CKB npu pasBuTUK MHOEKLIMK MoYe-
BbIBOAALLMX MYTEN PEKOMEHAYETCS Ha3HavyeHWe aHTMGaKTe-
pyanbHbIX NpenapaToB M YPOCENTUKOB (YPOBEHb JOCTOBEPHO-
CTW JoKa3aTesibeTB 5). PekomeHayeTcs NponycTuTb MHDY3MK
pUTYKCMMaba M WMHBEKLMU/NPUEMBI MMMYHOAEMNpPECccaHTa
Ha BeCb nepuoj nevyeHus aHtMonoTnkamu. Mpuem M'KC nepo-
panbHO NPOLOMKMUTb. MpoBeAeHNEe KOHCYNbTALMK YPOIOroM.
Boso6HoBneHne nedyenus MBI 1 MMMyHoZenpeccaHTOM
peKOMeHIyeTCs He paHee Yyem 4Yepe3 1 Hep nocne NoaHoro
KYNUPOBaHUS KIMHUYECKUX W NabopaTopHbIX MPU3HAKOB
cerncuca 1 OKOH4YaHUs aHTMBaKTepUanbHON Tepanuu.

0OCOGEHHOCTHU J1Ie4EHUSA COMYTCTBYIOLWUX

3a60s1eBaHUi U OC/IOXKHEHUN

Ty6epKkynes

Bcem nauneHtam ¢ CKB npu HasHayeHun BpadyoM-pTu-
31MaTpoM cneunduyecKon nNpoTMBOTYOEPKYNE3HOM Tepanuu
pekoMeHAyeTcs OTMeHa Tepanuv MMMyHoAenpeccaHTaMu
n MBI (ypoBeHb [OCTOBEPHOCTU foKasaTtesbeTB 5). lNpu



HanMynuM aKTMBHOW GONE3HM PEKOMEHAYETCS Ha3HavyeHue
'K nepopanbHO 1/WAn BHYTPUBEHHO Ha BPeEMS NPOBEAEHNS
cneundunyeckon xmmuortepanuu. HasHavyeHue UMMyHoae-
npeccaHtoB u/unn M'MBIT pekoMmeHayeTcs nocne 3aBeplue-
HUS Kypca crneundUYecKon xmmuoTepanum U pas3pelleHuns
dTn3naTpa no pesyabraTtam o6CNef0oBaHUA B cneunannsu-
poBaHHOM PEBMATOMOrMYECKOM CTaLlMoHape.

Bcem nauneHtam ¢ CKB npu BbisBAEHUN Ty6EPKYNE3HOM
MHPEeKUMn 6e3 ovyara pekomeHayeTcs HabnogeHre y Bpada-
dTn3naTpa (ypoBeHb [OCTOBEPHOCTU [oKal3aTesbCTB 5%).
Mpn Ha3Ha4YeHUM BpadoM-GTU3MaTPOM cneumPpryeckomn npo-
TUBOTYOEPKYIE3HOM XMMUOTEPANUM PEKOMEHAYETCS NPOoAoS-
XUTb nevyeHne CKB nog KOHTPoONEM KIAMHUYECKOro U 6uo-
XMMMUYECKOro aHann30B KPOBU; BOMPOC 0 HasHavyeHnn MBI
pelaeTcs N0 OKOHYaHUKM Kypca cneunduyeckon Xumuorte-
panuu v ¢ paspeleHus Bpada-GTManatpa no pesynbratam
o6cnefoBaHus B CNeunanM3vpoBaHHOM peBmaTtonornye-
CKOM CTalMoHape.

BupycHble U 6aKTepHrasibHble UHPEKLNHU

Bcem nauuneHtam c¢ CKB, nonyyatwowmm uMMyHode-
npeccaHTbl, NpU pa3BUTUM NOOOM OCTPOM WMAM oBOCTpe-
HUU XPOHMYECKOM WHPEKLUMM peKoMeHOyeTcs npoBe-
[eHne 3TUOTPOMNHOM Tepanuun (ypoBEHb [OCTOBEPHOCTU
[loKasaTtesibcTB 5). PekomeHayeTcs MNpOnyCTUTb MHbEK-
unun/npuembl MMMyHoaenpeccanTta.lpneml KCnepopanbHo
npoAoIKNUTb. Bo306HOBNEHME TEYEHUT UMMYHOAEeNpeccaH-
TOM pEeKOMeHAyeTcs He paHee 4yem Yepe3 1 Hep nocne
MOSIHOrO KYNUPOBAHUSA KIMHWYECKUX M NabopaTopHbIX
NPU3HaAKOB MHOEKLUNM U OKOHYaAHUA aHTUBaKTepuanbHOM
Tepanuu. MNpun HeEO6XOAMMOCTU PEKOMEHAYETCHA rocnuTanu-
3auMa B peBMaToONOrMyeckoe OTAeNEeHUE ANS KOpPeKuuu
Tepanuu.

Tpom603bl, HEKPO3bl, FAHIPEHbI, BbIpa*K€HHOoe

ceTyartoe JIMBe[0

Bcem nauuneHtam ¢ CKB npu Tpom603ax, HeKkpo3ax,
raHrpeHax, BblpaeHHOM CETY4aTOM IMBEAO C Liefibio COCy-
LOPaCWMPSIOWEro, aHTUarperaHTHOro M aHrMoONpPOTEKTUB-
HOro JencTBUS PEKOMEHAYeTCs MNpUMEeHeHWe aHanora
eCTecTBEHHOrO npocTarnaHamMHa E1 — annpoctaguna**: #
(ypOBEHb 4OCTOBEPHOCTM JOKalaTesibCTB 5). AnnpocTtagunn
BBOAAT BHYTPMBEHHO B 403€ 3—6 MKI/KI B Yac B TeyeHne
12 4. OnuTenbHOCTb Tepanuu coctaBngetr 14-28 paHen.
Bo nsbexxaHne pa3BUTUSA HexKenaTenbHbIX ABEHUN (pes-
KOE CHUWXXEHWe apTepuanbHOro AaB/IEHWUS, 3KCTPACUCTO-
nus§, Taxu-, 6pagnKkapans) BBegeHune npenapara Heobxoau-
MO OCYLLECTBAATb MO KOHTPONIEM 3IEKTPOKAPANOrPaMmbl
(MOHMTOP).

Bcem nauneHtam ¢ CKB npu BbiiBAEHWUW TUNeEpKoa-
rynsauum uM/mnn passBuUTUM TPOMOOTUYECKMX OCIIOXKHEHUM
peKomMeHayeTcs NPUMEHEHNE HU3KOMONEKYNAPHbLIX rena-
puHOB [14] (YpOBEHb [OCTOBEPHOCTM [OKa3aTesibCTB 3).
HW30MoONeKynsipHble renapuHbl NPUMEHSIOTCA B A03ax
65-85 ME Ha Kunorpamm Macchl Tefla B CyTKM NOAKOMXKHO
noJ KOHTPONEM aKTMBHOCTM aHTU-Xa. YpOBEeHb aHTu-Xa
B MnjlasMe KpOBM AOJ/IKeH 6biTb B npegenax 0,2-0,4 ME
aHTU-Xa/Mn. MaKcuManbHblM OOMYCTUMbIM YPOBEHb —
1-1,5 ME aHtn-Xa/mn.

Bcem nauymeHtam ¢ CKB npu BbisBAeHMM aHTUHOCHOIU-
MUAOHbIX @HTUTEN PEKOMEHAOBAHO MpUMeHeHue Bapdapwu-
Ha** nog KOHTPONEM MEXKAyHapOAHOro HOPMannM30BaHHOIO
oTHoweHua (MHO) ans npodunakTMkn TpPOMB03IMBONYECKMX
OC/OXHEeHUW [15] (ypoBeHb 4OCTOBEPHOCTH [OKa3aTe/bCTB 2).
BapdapuH Ha3HavaeTca nepopasnbHO Mocfne 3aBeplieHns
Tepanun HU3KOMOMEKYNSPHBbIMK renapnHaMu ¢ Lieblo npo-
GUNaKTUKM TPOMOOTUYECKUX OCNOXKHEHWUW. [Jo3y npenaparta

KOHTPOAMPYOT no ypoBHtO MHO. PeKomeHayemblit Kopuaop
MHO coctaBnsiet 2,0-2,5 [15].

Bcem nauneHtam ¢ CKB gna npodunakiuku Tpomo6O-
TUYECKUX OC/IOKHEHWUI PEKOMEHAYETCS NMPUMEHEHUE aHTH-
arperaHTtoB [16-21] (ypoBeHb [OCTOBEPHOCTM [OKa3a-
TenbcTB 3). Auetuncanuumaosas kucnota® npuMeHsieTcs
B Ao3e 1-2 mr/Kr 1 pa3 B AeHb nepopanbHo, Aunupuaa-
mon* — 25 M[/Kr ABakAbl B A€Hb NepopasnbHo. Heobxoanmo
OTMETUTb, YTO NPUMEHEHME BMECTE C aLeTuacanuLumMioBomn
KMCNOTON MeToTpeKcaTa B Ao3e 15 mr B Hegeno U 6onee
NOBbILLIAET FeMaToIONMYECKy0 TOKCMYHOCTb MeTOoTpeKcaTa
(CHMXEHME MOYEeYHOro KIMpeHca MeToTpeKcaTa MpPOTUMBO-
BOCMNaAMTENbHbIMW areHTamMmun U BbITECHEHWE canuumaaTamm
MeToTpeKcaTa U3 CBA3K C NPOTEMHAMM Nas3Mbl KPOBMK).

Kokcaptpo3s

Bcem 60nbHbIM CKB ¢ 3—4-11 cTagmMen BTOPUYHOIO KOKC-
apTpo3a PeKOMEHAyeTcs NPOBEAEHWE KOHCYNbTauuK Tpas-
MaTO/I0rOM-0PTONEAOM ANS PELLEHUS BONPOCa O XMpypruye-
CKOM Nle4eHUU (ypoBEHb JOCTOBEPHOCTH JOKa3aTe bCTB 5%).

lMo4yeyHass He4OCTaTOYHOCTb

Bcem naumeHtam ¢ CKB npu pa3BuTUK novyevyHoOM Hedo-
CTAaTOYHOCTU PEKOMEHAYETCA KOHCyNbTauua Bpadva-Hedpono-
ra ans onpeaeneHns aanbHenwen TaKTUKW BeAeHUs naLmeH-
Ta (YpOBEHb JOCTOBEPHOCTU JOKa3aTesbCTB 5%).

PEABUWINUTALIUA

Ons pa3paboTkyM nporpaMmbl le4eBHON GUIKYNbTYpPbI
BCEM MalLMeHTaM peKOMeHAyeTcs NpPoBeAeHMe KOHCyMbTa-
LMK Bpada ne4yebHon GU3KYNbTYPbl U CNOPTUBHOM MEAULIUHDI
(ypoBEHb 4OCTOBEPHOCTH JOKaA3aTe/bCTB 5%).

Bcem nauneHtam ¢ CBK B cTagum peMUCCUU pEKOMEH-
OylOTCS MHAMBUAYaNbHblE 3aHATUSA e4ebHOW GUBKYNbTYPOK
(ypoBeHb [OCTOBEPHOCTU [oKa3aTtesbeTB 5). lNporpammy
neyebHON GU3KYNbTYpbl pa3pabaTtbiBaeT Bpay JI®K B cooT-
BETCTBWMU C UHAMBUAYANbHBIMW BOSMOXKHOCTSAMM NaLMUeEHTa.

NMPO®UJIAKTUKA U AUCNAHCEPHOE HABJIIOAEHUE

MpodunakTuka

MNepBuyHasa npodunakTuKa He padpaboTaHa, NOCKOMbKY
3TMoNorus 3aboseBaHns OKOHYaTENbHO HE YCTaHOBNEHa.

Bcem nauuneHtam ¢ CKB pekomeHayeTcs npoBegeHue

KOMMJIEKCHON BTOPUYHOM MPOdUIaKTUKM OBOCTPEHUN OC-

HOBHOro 3aboneBaHus (YpOBEHb AOCTOBEPHOCTU [OKasa-

TenbCcTB 5). BTopuyHasa npodunakimka 060CTpeHus 3abo-

NIeBaHUS M NPOrpeccupoBaHUs MHBANWAHOCTM Y MaLMeHTa

BK/IOYaET:

® [OXW3HEHHOe HabnwaeHwe nauueHToB (CM. pasgen
«[AncnaHcepHoe HabnaeHne»);

® [OCTOSIHHbIM KOHTPO/JIb 6e30MacHOCTM MNPOBOAMMON
NIEKapCTBEHHON Tepanun W Npu HeobXOAMMOCTU ee
KOppeKLuus;

° ANnMTENbHOE MPOBEAEHME NOAAEPHKMBAIOWEN Tepanuu,
pa3paboTaHHON C Yy4eTOM MHAMBUAYaSIbHbIX OCOBEHHO-
CTen nauMeHTa U BapuaHTa 601€3HH;

e obecneyeHne OXpaHUTENbHOIO pexuma (orpaHuyeHue
NCUXO3MOLMOHANbHbIX M GU3MYECKMX Harpy3oK, npu
HEeobXxoaAMMOCTM OBy4YeHWe AeTer Ha OOoMYy, NocelleHue
LWKONbI NMWLWb NPY MNONYYEHUU CTOMKON KIMHWKO-Nabopa-
TOPHOM PEMMUCCUU, OFPaHUYEHNE KOHTAKTOB A1 YMEHb-
LEHNSA PUCKA Pa3BUTUS UHPEKLMOHHbIX 3a60/1eBaHUI);

® npegoxpaHeHWe OT MHCOAAUMM W ynbTpaduoneToBoro
06/1y4EHUS (MCNOb30BAHNE COMHLIE3ALLMTHBIX KPEMOB;
HOWEHMEe OAEKAbl, MaKCMMaslbHO 3aKpPbIBAlOLLEN KOXY,
rONI0BHbIX YGOPOB C NOMIAMM; OTKa3 OT NOE340K B Perno-
Hbl C BbICOKMM YPOBHEM MHCONSALNM).

=
=
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Bcem nauneHtam ¢ CKB pekomeHayeTcs Ha3HayeHue
[IMETbI, BKNOYAOLLEN NPOAYKTbl C MOBbIWEHHbIM COAEPHKaHK-
eM Kanbuus u BuTammHa D, ¢ Luenbio NpodrnakTMKM ocTeomno-
po3a [22] (ypoBEHb JOCTOBEPHOCTHU JOKa3aTesbCTB 4).

AucnaHcepHoe HaGnwaeHue

BBeneHne ramma-rnobynuHa OCylecTBASETCH TONbKO
npv aGCONOTHBLIX MOKa3aHMsX.

PekomeHayeTcs 0CcMOTP BpayoM-peBMaATONIOrOM:
®* nauueHToB, nonyyawwmnx KC, nmMmyHoaenpeccaHThl

n N'MBI, — 1 pa3 B Mec (YpOBEHb AOCTOBEPHOCTU [OKa-

3aTtesbCTB 5).

PeKkomeHayeTcs BceM nauueHTam npoBefeHUe KIAMHM-
YecKoro aHanmsa KpoBu 1 pa3 B 2 Hep (YpOBEHb [OCTO-
BEPHOCTM [OKa3zaTesibCTB 5). PeKomeHayeTca onpegene-
HWE KOHUEHTpauuu remornobuHa, yucna 3pUTPOLMTOB,
TPOMOOUMTOB, NEWKOUMUTOB, NEWKOUUTapHOW GOopMynbl,
CO03. PekomeHayeTcs NpOMNyCcTUTb WHBbEKLWK/NPUEMbI
MMMyHOZenpeccaHTa Npu CHUXEHWW 4Yucna NEeMKoLMTOB
WU/VUNnU 3PUTPOLUTOB, M/MAN TPOMOOLMUTOB HUXKE HOPMbI.
MepopanbHbin Nnpuem MKC (B cnydyae Mx NpUMEHEeHUs) npo-
OOMKUTb. PeKkomeHayeTcs KAMHWYECKWM aHanuM3 KpoBu
noBTOPUTb 4yepe3 1 Hed. Bo3o6GHOBNEHME NleYEHUS UMMY-
HOAeNpeccaHTOM B TOM e [03e peKoMeHayeTcs nocne Boc-
CTaHOBMIEHUS NMOKa3aTeNnen KIMHUMYECKOro aHanns3a KpoBy.
lMpn NOBTOPHOM 3MU30AE CHUMKEHUS YWUCNa KNETOK KPOBM
pPEKOMEHAYETCS MPOKOHCYNbTMPOBATLCS C BpayoM-peBmMa-
TO/IOrOM CTalMoOHapa v pewnTb BONPOC O KOPPEKLMMN A03bI
MMMyHodenpeccaHTa. lNpn Heo6X0AMMOCTU NaLMEHT FOCMu-
TanuM3yeTcs B peBMaTON0MMYECKOe OTAENEHNE AN KOPPEK-
LMK Tepanuu.

PekomeHayeTcs BCeM NauneHTam npoBegeHme 6MoxXnumm-
4YeCKOoro aHannsa Kposu 1 pas B 2 Hef (YpOBEHb JOCTOBEPHO-
CcTn goKa3aTtesibeTB 5). OnpeaenstoT cneayowune nokasaTenu:
o6 6enok; 6enkoBble GpaKkLMU, MOYEBUHY, KpeaTUHUH,
OUNUPYOUH, TNIOKO3Y, KalWKh, HaTpuh, MOHU3UPOBAHHbLIN
KanbLMK1, anaHnH- 1 acnaptataMUMHoTpaHchepasy, WeNoYHyo
docdartasy. PeKomeHayeTcs NponyCcTUTb UHBbEKLMU/NPUEMbI
MMMYyHOZEeNpeccaHTa Mpu MNOBbILWEHUN YPOBHS MOYEBWHbI
W/WUNn KpeaTWHUHA, /UK anaHuH- 1 acnapTaTaMUMHOTPaHC-
depasbl, U/nm 6unnMpybuHa Bbllle HOPMbI. MPOACAKUTE NPK-
em KC nepopanbHo. PekoMeHayeTcss GUOXMMUYECKMI aHa-
NIN3 KPOBU NOBTOPUTL Yeped 1 Held. Bo306HOBNEHWE NTeYEHUS
MMMYHOAENMPECCAHTOM B TOW e [03€ peKoMeHayeTcs nocne
BOCCT@HOBJIEHNST BUOXMMUYECKNX MOKasaTenen kposu. lpu
NMOBTOPHOM 3MWM304€ MOBLIWEHNS GUOXMMUYECKUX MOKa3a-
Tenew KpoBW pPeKOMEHAYyeTCst MPOKOHCYbTMPOBATLES C Bpa-
4OM-PEBMATOIOrOM CTauMoHapa M pewnTb BOMPOC O KOp-
pekumMn [o3bl MMMyHoAenpeccaHTa. [pu Heob6xoaAnMOCTH
nauWeHT rocnuTanna3unpyeTcs B peBMaToNorMyeckoe otaene-
HWe ONs KOpPEeKUUKU Tepanuu.

PekomeHayeTca BceM nauMeHTaM MNPOBEAEHWE WMMMY-
HOMIOFMYECKOro aHanusa KpoBu 1 pa3 B 3 Mec (ypoBeHb
[I0CTOBEPHOCTH [oKa3aTesnbcTB 5). Onpeaenstorcs CblBO-
poToYHble KoHUeHTpauuun Ig A, M, G; CPB, KomniemeHT
aHTMHYK1eapHoro daKtopa, peBMaTtoMaHoro daktopa, aHTu-
Tena K asycnupanbHon [AHK, aHTMTena K KapauonuMuHy,
Bo-TNMKOMPOTENHY.

PekomeHayeTca BceM NauMeHTaM NpoBeAeHNE KIUMHUYe-
CKOro aHanusa mo4uun 1 pas B 1 Mec (YpoBEHb JOCTOBEPHOCTH
[oKasaTesibCTB 5).

PekomeHayeTca BcemM naumeHTam nNpoBefeHne 31eKTPo-
Kapguorpammbl 1 pa3 B 3 Mec (YpoBEHb 4OCTOBEPHOCTU
[oKasaTesibCTB 5).

PekomeHayeTca BceM nauueHTam ynbTpa3BYKOBOE WC-
cnefoBaHuMe OpPIOLWHOM MNONOCTWU, cepaula, novyek 1 pas
B 6 Mec (ypOBEeHb JOCTOBEPHOCTHU JOKa3aTe1bCTB 5).

Bcem nauneHtam ¢ CKB pekomeHayeTcs npoBedeHue
NAaHOBOW rocnuTann3almm B cneumanmanpoBaHHbli cTaum-
OHap 2 pasa B roj c Lenblo NpoBeaeHus nonHoro oéecneno-
BaHWS U NpKU HEOGXOAMMOCTM KOppEeKLUMnN Tepanum (ypoBeHb
[JOCTOBEPHOCTU JOKa3aTesbCTB 5).

Bcem nauuneHtam ¢ CKB npu pa3ButumM 060CTpPEHMSA OC-
HOBHOro 3ab6oneBaHus, Cepbe3HbIX HeXenaTenbHbIX sBfe-
HWMA WUNM CTOMKOW HEMEPEHOCMMOCTU MMMyHoAenpeccaHTa
peKoMeHayeTCs BHennaHoBas rocnurann3auus B chneuu-
anM3npoBaHHbIM cTauMoHap (ypoBeHb JOCTOBEPHOCTH [OKa-
3aTtesbCTB 5).

AOMOJ/IHUTE/IbHAS1 UHOOPMALIUA, BIUAIOLWAA

HA UCXO[1 BABOJIEBAHUAI/CUHAPOMA

TeyeHne 6051€3HM 0ObIYHO BOMIHOOGpPA3HOE, C 4Yepeno-
BaHWeM nepuoaoB 060CTpeHun n pemuccuin. B uenom CKB
y OeTen oTnmMyaeTcs 60nee OCTPbIM HavyaloM U TeYEHUEeM,
6onee paHHen U BypHON reHepanusaunen U meHee 6naro-
NPUATHLIM UCXOAO0M, YEM Y B3POCHbIX.

Mpn paHHEM YCTaHOBMEHWUM AMarHo3a W AAUTENIbHOM
NIeYEHUU MNATUNETHAS BbXMBaeMocTb nNauneHToB ¢ CKB
coctaBnsier 95-100%, pecatunetHans — 6onee 80%.

[MporHocTnyeckn HebnaronpuaTHble GaKTopbl:
®  MY}KCKOW non;
® Havano 3aboneBaHus B Bo3pacTe Ao 20 ner;

e HedpwuT B gebloTe 3abosieBaHus;

e anddy3HbIN NnponudepaTnuBHbin HedpuT (IV Knacc);

e aTpodus KaHasbLIEB B BuonTaTax;

® CHUXXEHMWE KIMPEHCa KpeaTUHUHa;

e BbifiBleHWE GUOPUHOMAHOIO HEKPO3a;

® MHTepcTUUManbHbI GUBPO3;

° apTepuanbHas rMNepTeH3us;

® BbICOKME TUTPbl aHTUTen K AHK “ HM3Kas KOoHLEHTpa-
unsa 6enka komnnemenTta C3;

® HanuMyuMe BONYAHOYHOIO @aHTUKOAarynsHTa, KpUornobynu-
HEMWH;

* npucoeauHeHne nHdeKLMK;

e nopaxeHue LUHC;

e 3HayuTeNbHoe nosbiweHne nHaekca SLICC/ACR Damage

Index ¢ 1-ro no 3-1 rogbl 60/1€3HU;

e Tpomb603.

OPFAHU3ALIMAI MEAULIMHCKOM MOMOLUH

lNoka3aHus 4715 N1aHOBOK rocrnutaan3aLmm:
®  KOHTPOJSiIb 3PPEKTUBHOCTU U 6E30MacHOCTU Ha3Ha4YeH-

HbIX MPOTMBOPEBMATUYECKMX NMPenapaToB U KOppeKLums

(Npn HEOBXOAMMOCTH) Tepanuu.

lNoKa3aHus [/151 SKCTPEHHOM rocnuTaan3aumu:
® BbICOKas UM CpeaHsst aKTMBHOCTb 3a60/1IeBaHMs;
® OBbIWEHNE aAKTMBHOCTM 3a60NEBAHMUSA, OCNOKHEHWUS

3a60/1eBaHMA U NIeKapCTBEHHOW Tepanuu.

[MoKazaHus K BbIMMCKe NaluueHTa n3 ctaymoHapa:

e cTabunnzauus/ynydlleHne CoCTOSHUS NaLneHTa B CO0T-

BETCTBUM C KpUTEPUAMU 3DPEKTUBHOCTU TEPANIUK;

° noATBepKAeHWe 6€30NacHOCTM Tepanuu B COOTBETCTBUMU

C KpuUTEpMamMmM 6e30MacHOCTH Tepanuu.

PexkomeHayeTcsa BbinMcbiBaTb NauMeHTa M3 cTalMoHa-
pa nocne npoBefeHua obcnegoBaHmns, Ha3Ha4YeHUa U/ Unum
KOppeKuMn Tepanuun, ctabunusaunu/yny4dleHus CcocTo-
SHUS, NOATBEPXKAEHUS 6e30MacHOCTM MPOTUBOPEBMATH-
YecKMx npenapatoB (YpoBEeHb AOCTOBEPHOCTU J[OKa3a-
Te/bCTB 5%*).

PekomeHayeTcsa rocnvTann3nmpoBaTtb NaumMeHTa Ans KoH-
Tpons aPpEKTUBHOCTU M 6€30MaCHOCTU BHOBb Ha3HAYEHHbIX
NPOTMBOPEBMATUYECKUX NpenapaTtoB M KOoppeKuuu (npwu
HeobXx0AMMOCTH) Tepannun Yyepes 3 U 6 Mec (YpOBEHb [OCTO-
BEPHOCTM JOKa3aTebCTB 5).



PexkomeHayeTcs nauMeHTy B cTaguun pemuccuu 3abone-
BaHMA NpoOBeAeHne KOHTPOJSIbHOrO MiaaHOBOro obcneaoBa-
HMA 1 pa3 B 6-12 mMec (ypOBEHb [OCTOBEPHOCTU [OKa3a-
TeNbCTB 5).

PekomeHayloTcs rocnutann3aums nauueHTa U Koppek-
UM Tepanuu B 1tlo60e BPeMs Npu Hannymm nokasaHum (ypo-
BEHb JOCTOBEPHOCTH JOKa3aTe bCTB 5%).

PekomeHayeTca BaKuuHauuio nauneHtoB ¢ CKB
NPoOBOAMTL TONIbKO B Mepuoa MNonHOM pemuccun 3abo-
neBaHus, Npu AAUMTENIbHOM ee COXPaHEeHWU, Mo WUHAWBMU-

AyanbHOMY rpaduKy (ypoBeHb [OCTOBEPHOCTM JOKa3a-
Te/IbCTB 5%).

PekomeHayeTca HanpaBasTb NALMEHTOB B 610P0 MeaMKO-
coumanbHOM aKenepTuabl Ans obopmaeHUs cTaTtyca «pebe-
HOK-WHBanNuA» (ypoBEHb JOCTOBEPHOCTH OKa3aTebCTB 5%*).

Kputepum oueHKU KauyecTBa MeaULUHCKOW NOMOLLHU

Kputepun KavectBa fieYeHUss M opraHu3aLMOHHO-TeX-
HUYECKME YCNOBUS OKA3aHUS MeaWLMHCKON NMOMOLLM Npes-
cTaB/ieHbl B Tabn. 3, 4.

Ta6nuua 3. OpraHM3aLUMOHHO-TEXHUYECKHE YCNIOBUS OKa3aHWA MeAULIMHCKOM MOMOLLM
Table 3. Organizational and technical conditions for delivering health care

YcnoBus oka3aHWs MeAMLMHCKOM NMOMOLLM

CraumoHapHoO/B AHEBHOM CTaLMoOHape

dopma 0KaszaHUs MEANLMHCKOM MOMOLLM MnaHoBas
Ta6nuua 4. Kputepun Kayectsa neveHuns
Table 4. Criteria for quality of care
1 | Ha3HayeHbl rtokokopTukocTepouabl (FTKC) nepopansHo A
N
2 | MpeaHU30M0H (MM METUANPEAHN30NIOH) MPUMEHSIETCS NepopanbHO B Ao3e 0,3—2 Mr/Kr B CyTKU A 2
~
3 | HagHayeHa nynbc-tepanusa MKC A N
4 Mynbc-Tepanus NpoBOAUTCS METUANPEAHN3010HOM B 03e 10-30 Mr/Kr Ha BBeAeHWe B Te4YeHue A g
3 nocnegoBaTteNbHbIX AHEN l;
. 00
[ononHnTensHO HadHaveH uuknodochamua npu BbICOKOM aKTUBHOCTH 3a60neBaHus, HebpuTe, NoparKeHun A =
LleHTpanbHoMn HepBHOWM cucTembl (LLHC), nonnceposute, anbBeonute, MHEBMOHUTE Q
Unknodocdamma nprumeHsietcs nepopanbHo B o3e 2,0 Mr/Kr B CYTKU WK BHYTPUMBEHHO B Ao3e 0,5-0,75 Mr/M2 §
5 | Ha BBeaeHue 1 pas B 2 Hep, v 500-1000 Mr/M2 Ha BBeaeHue 1 pa3/mMec, unu B fose 15 Mr/Kr Ha BBeeHune A E
1 pa3 B 2 Hep =
o
6 | HagHauyeH KO-TpUMOKCa30/ B coveTaHuu ¢ LiMKkiodochammaom D =
=
7 | Ko-TpMMOKcason npMmMeHsaeTcs nepopanbHo B 4o3e 5 mr/Kr 1 pas/cyt D g
HazHayeH UMKNOCNOPUH AN NoAAEpKaHUS PeMUCCUM NOoCce OKOHYaHKs Kypca uuknodochammaa, i
g | P HenepexocnmocTH unknocdochammaa, Npu CTEPOUAPEIUCTEHTHOM UMK PELMANBUPYIOLLEM E
cTepon3aBnuCUMOM HedpoTMHeCcKoM cuHapoMe (V Knacc HedpuTa), Npyu TPOMOOLIUTONEHUU, aHEMUU, KOXKHbIX %
M3MEHeHMUsX, nonnceposunTe, pedpaktepHbix K FTKC 8
9 | UuknocnopwH npumeHsetcs B fo3e 2,0—5,0 Mr/Kr macchl Tena B CYyTKU BHYTpb Kaxkable 12 4 D E
. . o
HazHayeHbl npenapaTbl MUKOGEHON0BOW KMCNOThI AN1F NOAAEPKaHUS pemuccun HedpuTa, MHAYLMPOBAHHOM E
10 unknodocdaMmMaom; Npu HeNnepeHOCMMOCTU LiMKnopochamuia; ans MHAYKLUU PEMUCCUU U 06ecnedeHns D o
crteponacbeperatollero adpdpekta npu HeadpdeKTMBHOCTM UuKnodbochammaa, MeToTpeKcarta, a3aTuonpuHa, @
LMKAocnopuHa
[ononHUTEeNbHO Ha3HayYeH pUTyKcnumab npu HeaddekTnBHocTH TKC B coveTaHum ¢ umknodochammaom n/mnm
11 | ApyrMmMu UMMyHoZernpeccaHTaMu: Npu reMmopparniyeckom anbBeosinTe, 6bICTPONPOrpeCCUPYIOLLEM NMOParKEHUU D
noyek, UHC, Tpomb6ouutoneHmnm
12 PuTykcumab npumeHsieTcs BHYTPUBEHHO B Ao3e 375 Mr/M2 Ha BBefeHWe B TeyeHune 4 nocnegoBartebHblX Heaenb D
unu B gose 750 Mr/M2 Ha BBeAeHWe ABaKAabl C HTepBanom 14 aHen
[ononHUTENbHO Ha3HaYeH UMMYHOTIOBYINH YHeNOBEYECKUI HaTypasbHbI Npu HeabdeKTnBHocTH KC
13 | B coYeTaHuM ¢ unknodochaMmaom u/unm ApyruMnm UMMyHOAEeNpeccaHTamu: Npyu reMopparnyeckom anbBeonuTe,
6bicTponporpeccupytowem nopaxerHun LLHC, TpoméoumToneHnu
14 | UmMMyHOrno6ynnH NnpuMeHseTcs BHYTPUBEHHO B f03€e 1—2 r/Kr Ha Kypc D
HasHayeHbl aMMHOXMHOMHOBLIE NpenapaThbl (FMAPOKCUXTOPOXMUH U/ XIOPOXMH) B KOMGUHaLmn ¢ TKC
15 | AN IEYEHNA KOKHO-CYCTABHOrO BapHaHTa CKB npu HU3KOM aKTUBHOCTK; ANS NOALEPIKAHWUS peMUCCUn A
1 NpeaynpexaeHns peunanBoB Npu CHUXeHUU Ao3bl FTKC M oTMeHe UMKNIOCNOPMHA, a TaKKe B CoYeTaHnu
C aHTMarperaHtTamu ans npodunakTMKM TPOMOOTUHECKMX OCNOXHEHMI y NnauneHToB ¢ CKB
16 MAPOKCUXNOPOXUH NPUMEHSIETCS NepopasnbHo B Ao3e 100—-400 Mr/cyT, XIOPOXMH — NepopasbHO B A03e A
125-250 mr/cyt
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Ta6nuua 4. [MpogonxeHne

i YpoBeHb
Ne Kputepuin o
AOCTOBEPHOCTH

HasHaueH MeToTpeKcaT Npu HETSXKENbIX, HenoYeYHbIX, BapnaHTax CKB ¢ pe3MCTEHTHBIM KOXHbIM U MbILLEYHO-

17 | cyctaBHbIM cMHAPOMaMU Ans 6onee GbICTPOro JOCTUKEHUS peMUCCHK, Ans cTtepounacbeperatoliero apodeKra A
1 NOAAEPIKAHWUSA PEMUCCUM B COHETAHWUM C MPEAHWUI30NOHOM AN NpUemMa BHYTPb

18 MeToTpeKcaT npumeHsieTcs B o3e 1-15 Mr/M2 B HefleNto NepopanbHO UK NOAKOXHO B COHETaHUK ¢ GoneBon A
KUcnotow B fo3e 1-5 mr B AeHb

19 | lNMpwv HapyLeHUsAX KpOBOOGPaLLEHNS, HEKPO3aXx, raHrpeHax Ha3Ha4yeH annpocTagnn D

20 | AnnpocTtaaun NpUMEHSETCS BHYTPUBEHHO B CYTOYHOM J03€ 3—6 MKI/KI B 4ac B TeyeHne 12y D

21 | JononHUTENbHO Ha3Ha4YeHbl aHTUKOArynaHTbl U aHruarperaHTbl D

22 | MNpoBeaeH KOHTPonb 3ddEKTUBHOCTU Tepanumn Yepe3 1 Hef, 1 1 3 Mec v lanee Kaxjble 6 mec D

23 | NpoBeaeH KOHTPOIb 6e30MacHOCTU Tepanuu Yepe3 1 Hed, 1 1 3 Mec 1 ganee Kaxable 6 mec D

24 MpoBeaeHa KoppeKLMsa Tepanuu Npu ee HeadPEKTUBHOCTU U/UIM HENEPEHOCUMOCTH Ha to6oM aTane D
neyeHus

25 | MNepexon 601e3HMN B HEAKTUBHYIO dhazy

26 | YnyyweHue KpoBoobpalleHMs B apTepuanbHbiX U BEHO3HbIX COCyAax D

WHOOPMALUA ANA NALUEHTOB

bonblwoe 3HayeHWe B [OOCTMKEHUM BbICOKOTO 3dpdeK-
Ta Tepanuu naumeHToB ¢ CKB nmeeT npuBEpPKEHHOCTb
fleYeHuto poauTenen u geter, ANa 3TOro nNauueHTbl U KX
poAUTENM AO/IKHbI BNageTb MHGOPMaLMen o npuymMHax 3abo-
NIeBaHUA, KIMHUYECKMX MPOSBAEHUAX, NabGopaToOpHbIX Map-
Kepax; NeKapcTBEHHbIX NpenapaTtax, KoTopble NPUMEHSIOTCS
ona nedenus CKB, M MX MONOXKWUTENbHbBIX U OTpULATENbHbIX
adpdeKTax; 0 npodunaktuke 3aboneBaHus, peabunutauuu
[JeTen, a TakKe 0 TOM, KaK Hajo WTb, nonyyatb 06paszo-
BaHWE W CTAHOBWUTbCSA MOJHOLEHHbIM YJeHOM o6LliecTBa
C 3TUM 3aboneBaHnem. C 3TOM LUenblo 418 NaunmeHToB U KX
poautenen OpraHuM3auner No NPOBEAEHNIO MEXAYHAPOAHbIX
nccneaoBaHu B 061actv negnaTpuyeckom peBmMaTonormm
(PRINTO) coBmecTHO ¢ EBponenckum o6wWecTBOM Meau-
atpuyeckon pesmatonornn (PRES) paspabortaHa poctyn-
Hasa nHbopmauma o6 CKB [https://www.printo.it/pediatric-
rheumatology/RU/info/RU].

YT1o TaKoe cucteMHas KpacHasi Bo/lMaHKa

CKB siBnseTcs XpOHUYEeCKUM ayTOMMMYHHbIM 3aboneBa-
HMEM, KOTOPOE MOXET MopaxaTb pas/iMyHble opraHbl Tena,
0COGEHHO KOXY, CYCTaBbl, CUCTEMY KPOBETBOPEHUS, MOYKHK
n UHC. «XpoHu4yecKkui» O3Ha4vaeT, 4To 3TOo 3aboneBaHue
MOXET AIMNTbCA B TeYEHUEe NPOAOSIKMUTENbHOIO BPEMEHM,
«@YTOMMMYHHbI» — 3HAYUT, UMEET MECTO HapyLLUEHWE UMMYH-
HOWM CMCTEMbI, KOTOpas BMECTO 3alluTbl OpraHn3ma ot 6aKTe-
PUM 1 BUPYCOB aTaKyeT COOCTBEHHbIE TKaHW NauneHTa.

HasBaHve «cuCTEMHasi KpacHas BONYaHKa» BOCXOAWT
K Havany XX B. «CucTeMHasi» — 03HavaeT, 4To 3aboneBaHue
B/IUSIET HA MHOTMEe opraHbl Tena. CnoBo «BofYaHKa» (OT NaT.
lupus — BOJK) OTHOCUTCS K XapaKTEPHOM, MOX0Xen no dop-
Me Ha 6abo4yKy CbiMW Ha fuLe, HanoMuHaloulen 6enble
OTMETMHbI Ha Mopae BonKa. CNoBO «KpacCHbIM» yKa3blBaeT
Ha MNOKPaCHEHWE KOXHbIX BbICbINMaHWUM.

Kak 4yacTto BcTpevyaeTtcs 3To 3a6oneBaHue?

CKB pacnpoctpaHeHa BO BceM mupe. 3aboneBaHue
Yale BCTpeyaeTcs y ntogen adpoamepuKaHCKOro, UcnaH-
CKOro, a3naTCKoro u MHAEMCKOro npoucxoxaenus. B Espone
yactoTa CKB coctaBnsetr ~1:2500, n y ~15% Bcex nauu-
€HTOB BO/MYaHKa aunarHoctupyetcs Ao 18 net. CKB peako
pasBuBaeTCa B Bo3pacTe 10 5 NeT U HeyacTo — [0 Havana

noAapocTKoBoro Bo3pacta. Ecnu CKB nosensetca B Bo3pac-
Te f0 18 neT, Bpayu UCMONb3YOT pasfnyHble Ha3BaHua —
«nepnatpuyeckan popma CKB», «toBeHuNbHasa popma CKB»,
«aeTckas dopma CKB». 3ab6oneBaloT Yalle BCEro KeHLUMHbI
netopogHoro Bospacta (ot 15 go 45 neT), 1 B 3TOM BO3pacT-
HOWM rpynne COOTHOLEHWe 3a60MeBLUNX CPEaM UL, XKEHCKOMOo
M MYXCKOro nona coctasnset 9 K 1. [lo HacTynaeHus nono-
BOrO CO3pEBaHUs [015 3a60NEBLUNX CPean UL, MYXKCKOro
nona BbllWe, U NPUMEPHO KaxAbl NATbI cpean 60MbHbIX
CKB petet — mManb4mK.

KaKoBbl Npu4uHbI 3a60neBaHUA?

CKB He 3apa3Ha — 370 03HavaeT, 4To 60/71e3Hb HE MOXKET
nepegaBaTbCcsa OT YenoBeKa K yenoseky. CKB — aytoum-
MyHHOe 3aboneBaHWe, Korga UMMYyHHas cuctemMa yenose-
Ka TepsieT Cnoco6HOCTb OTNMYaTh YyepofHble BellecTBa
OT COOGCTBEHHbIX TKaHeM W K1eToK. MMMyHHas cuctema
CoBeplaeT OWKOKY U BblpabaTbiBaeT Hapsagy ¢ Apyrumu
BellecTBaMM ayToaHTUTeNna, KoTopble pacueHuBaloT cob-
CTBEHHblE HOPManbHble KNETKM YeNlOBEKA KaK 4yxepoa-
Hble ¥ aTaKyloT uUX. Pe3ynbtatom SABASETCH ayTOMMMYHHas
peakuus, KoTopas Bbl3blBaeT BOCNaneHWe onpeaeneHHblX
OpraHoB (CycTaBOB, MOYEK, KOXW W T.4.). «BocnaneHue»
03Havaer, 4To TemnepaTtypa NoparKeHHbIX YacTen Tena Bo3-
pacTaeT, OHW KpacHeloT, ONyxaloT, a UHOrAa OTMeYaeTcs UX
60M1e3HEeHHOCTb. [ANUTENbHO CylecTBylOLlee BOCnaneHue,
Kak aTo 6biBaeT npu CKB, MOXeT Bbi3BaTb NoBpexaeHue
TKaHel M HapywuTb MX HOpManbHoe YHKLMOHMPOBaHUe,
BOT noyemy nevyevune CKB HanpaBneHO Ha yMeHblueHWe
BocnaneHus.

CuyunTaetcs, 4YTo HapyleHne UMMYHHOIO OTBETa CBA3aHO
C AEeNCTBMEM psija reHeTUyeckux GaKTopoB B COYeTaHuu
C BHelHecpesoBbiMM U BaKTopamu OKpyXKalowen cpeabl
(BO34ENCTBME COMHUA, BUPYCHblE MHDEKLIMM, MPUEM NneKap-
CTBEHHbIX CPEACTB, Hanpumep WM3oHWaswnga, ruapanasuHa,
npoKkanHamuga, NpoTUBOCYAOPOXHbIX U Ap.). CKB Moxet
ObiTb Bbl3BaHa WM TaKUMW NPUYMHAMM, KaK FOPMOHasbHbIN
avcbanaHc B Nepuoj NonoBOro co3peBaHns 1 cTpecce.

fiBngetca nu 310 3a6osieBaHUe HacNeaCTBEeHHbIM?

MHorga CKB MOXeT HOCUTb CeMeWHbIN XxapakTep. Jetu
HacneaylT OT POAMTENen HEeKOoTopble, €elle HEU3BECTHble
reHeTMyeckne GaKTopbl, KOTOPble MOrYT Bbi3blBaTb MNpe[-




pacnonoXxeHHoCTb K pa3suTnio CKB. Takum o6pa3om, Bepo-
ATHOCTb Pa3BUTUS Y AETeN 3Toro 3aboneBaHns MOBbILLEHa,
HO He O3Ha4yaeT, YTO OHW [OOJIKHbl 065a3aTeNbHO 3abofeTb
CKB. Hanpumep, ogHosinLEeBbIEe 6AM3HELbI UMEIOT He 6onee
yeM 50%-n puck passutng CKB, B cnydyae ecnu ogHomy
13 61n3HeloB noctaBneH anarHo3 CKB. HuKkakux cpeacts
reHeTUY4eCcKoro TeCTUPOBAHUS WNW MpeHaTanbHOW AuarHo-
cTuku CKB B HacTosiLiee BPeEMS He CYLLECTBYET.

Mo>HO M NnpegoTBpaTUTL JaHHOe 3a6oneBaHue?

CKB He MOXeT 6bITb NpeaoTBpalleHa, ogHaKo pebeHoK
¢ CKB pgomxeH naberaTb cuUTyaL i, KOTOpble MOMYT Bbl3BaTb
ob6ocTpeHne 3aboneBaHua (Hanpumep, UCKYUTb NpPebbl-
BaHWe Ha conHue 6e3 MCNnob30BaHWS COMHLE3aLMUTHbIX
KPeMOoB; CTapaTbCsl M3beratb HEKOTOPbIX BUPYCHbIX MHDEK-
LMK, CTpeccoB, NpMemMa ropMoHasbHbIX U HEKOTOPbLIX APYTrMX
NieKapcTB).

KakoBbl OCHOBHbIE€ CUMNTOMbI?

BonesHb MOXKET Ha4YMHaTbCA MEASIEHHO, U HOBbIE CUMI-
TOMbl 6yayT MOSIBAATLCS B TEYEHWE HECKONbKUX Hegenb,
MecsiueB wnu paxke net. Hecneuudwuyeckue Kanobbl
Ha ycTanocTb M HeaomoraHve sBnSOTCS Haubonee pac-
NPOCTPaHEeHHbIMU HavYyanbHbIMK cumnTomamu CKB y geten.
Y MHorux geten ¢ CKB oTmevatoTcss nepuoguvyeckoe unu
NOCTOSIHHOE MOBbILWEHWEe TeMnepaTypbl TeNa, NoTeps Beca
W annetuTa.

C TeyeHMeM BpeEMEHU Y MHOrMx AeTen pal3BUBalOTCH
onpeaenieHHble CUMMNTOMbI, Bbl3BaHHblE TEM, 4TO 60N1€3Hb
OXBaTblBae€T OAMH WM HECKONIbKO opraHoB. O4yeHb 4acTo
3aboneBaHne 3aTparnmBaeT KOXy W CAM3UCTble 0060J104-
KW; BO3MOXHbl Pa3/IMyHblE KOXHble BbICbiMaHUs, $OTO-
ceHcubunuMsaumsa (Koraga BO3OENCTBME COSMIHEYHOro CBe-
Ta BbI3blBAET CbiMb) WAM MOSIBNEHME F3B B HOCYy M60
BO PTYy. TUNMWYHbIE BbICbiNaHKs B dopme «6aboyKu» Ha HOCy
M LleKax HabnwogatoTcs Mo4YTUM Y NONOBMHBbI 3a60NEBLINX
peten. MHorga BCTpevyaeTcs MNOBbIWEHHOE BbiNageHue
BOJIOC (anoneuus). PyKM CTaHOBSATCS CHavana KpacHbIMU,
3ateM 6enetoT, a Npu BO3AENCTBUU XON0Aa CUHEIT (CUH-
apom PenHo).

CUMNTOMbI MOTYT TaKXe BK/OYaTb OMNyXaHWe W Tyro-
NOABUMHOCTb CycTaBOB, 60/ B MblWLax, aHEMUIO, ner-
KOe BO3HWKHOBEHME CUHAYKOB, FON0BHbIE 60N, CYAOPOrU
1 601b B rpyau.

lNoparkeHne noyeK B TOM WM MHOW CTENeHU pal3BuBa-
eTca y 6onbwKMHCTBa 60MbHbIX CKB aeten, n 310 rMaBHbIN
daKTop, onpenenstowmnin AONAroCPOYHbIM MNPOrHO3 AaHHOMO
3aboneBaHus. Hanbonee pacnpoCTpaHEHHbIMU CUMMTOMa-
MU CEPbE3HOr0 MOPaXKEHUS MOYEK ABNSAOTCA MOBbIWEHWE
apTepuanbHOro AaBfieHUsl, Hanuyme 6enka W/Uan KpoBMU
B MOYe, a TaKKe OTEeKH, NpenmyLLecTBeHHO B 06a1acTu cTon,
roJIEHEN, OTEKU BEK.

OaMHaKOBO U NposiBNsieTcA 3a6oneBaHue

y Bcex geten?

Bce onuncaHHble Bbllle CMMMOTOMbI C Pa3HOW CTEMEHbIO
TAXKECTM MOryT pa3BuBaTbCs NMO60 B Havane CKB, nu6o
B Nlto60e BpeMs B Te4yeHne 3aboneBaHus. lNpnem nekapcrs,
NPOMNUCcaHHbIX levyalluM Bpa4yoM, MOMOXKET KOHTPONMPOBaTb
cumntombl CKB.

OTnnyaeTca 1M 601e3Hb Yy AeTeH OT 60NIe3HU

y B3pocCibix?

CKB peten 1 NoapoCTKOB MMEET TaKUe e MposiBIEHNS,
KaK n CKB B3pocnbix. Tem He MeHee y aeten CKB xapakrte-
pusyeTcs 6Gonee TSKENbIM TeYeHMeM: 4Yalle NpoaABAfTCS
OAHOMOMEHTHO BOCManeHue, 3aTparvBalollee HEeCKONbKO

opraHoB 1 cuctem. Kpome Toro, AeTv yalle, 4em B3pocrble,
MMEIOT NopaKeHue NoYeK 1 rofloBHOro Mo3ra.

Kak guarHoctupyertca gaHHoe 3aGoneBaHue?

[OnarHos CKB ocHOBaH Ha co4yeTaHun CMMATOMOB (Hanpu-
Mep, 6011) U MPU3HAKOB (TaKMX Kak MOBbllIEHHas Temne-
paTypa) C y4eToM pe3ynbTaToB aHalM30B KPOBU M MOYM
nocne UCKIYeHns apyrux 3abonesaHui. He Bce cMMNTOMBbI
W MPU3HaKK NPUCYTCTBYIOT B /1I060M MOMEHT BPEMEHU, YTO
3aTpyaHaET 6bICTpyto anarHocTuky CKB.

[nsg Toro 4to6bl oTAn4aTb CKB oT Apyrnx 60nesHewn, Bpayu
AMepuKaHCKoW Konnernn peematonioros (AKP) npeanoxu-
I CNUCOK M3 11 KpuTepueB, OCHOBAHHbLIX Ha Haubonee
pacnpocTpaHeHHbIX CUMMNTOMax,/HapyweHUax U NO3BONSIO-
wux anarHoctupoBatb CKB. YTo6bl nauneHTy opmumanbHo
6bl1 noctaBneH guarHo3 CKB, y Hero B nwo6oe Bpems
OT Havyana 3aboneBaHus AOMXKHbI HabnaaTbCa Mo Kpaw-
Hen Mepe 4 n3 11 atux Kputepues. OnbiTHbIE Bpainu MoOryT
anarHoctupoBatb CKB, ga)ke ecnuv nNpuCyTCTBYIOT MeHee
4 Kputepmues.

Kputepmnn AKP:

e cbiNb B dopme 6abO4YKM (KpacHas CbiMb B CKy/J0BOKM
061acTn 1 Ha nepeHocuLe);

e (doToceHCUBUNM3auma (4pes3MepHas peaKkuuss KOXKMK
Ha COMHEYHbIN CBET; Y4aCTKM KOXM, Haxogswuecs nog
OfEeXKA0M, KaK NpaBuio, He MBMEHEHDI);

® AWCKOMAHas CbiNb (YelynyaTas, BO3BbIWaloWwascs Hag
KoXen cbiNb B GOpMe MOHET, KOTopas MosiBASeTcs Ha
n1ue, BOMIOCUCTOM YacTv ro10BbI, Ylax, Fpyau Uan pyKax;
nocne 3axmBaHMS Ha 3TUX y4acTKax MOryT ocTaBaTbCs
py6UMKK. [ANCKOUAHBbIE MOPa)KeHus y aetern appuKaH-
CKOro MPOMUCXOXKAEHMS BCTPEYAIOTCS Yallle, YHeM B APYrmx
pacoBbIX rpynnax);

e HebonblUMe A3Bbl Ha CAM3UCTbIX 060/104Kax (BO3HMKa-
10T B MOJIOCTU pTa WKW B HOCY; 06bl4HO 6€360/1E€3HEH-
Hbl, HO 13Bbl B HOCY MOTYT Bbl3blBaTb HOCOBOE KPOBO-
TeyeHue);

e apTpuT (NoparkaeT 60MbLWMHCTBO AeTen, 60nbHbIX CKB;
nposiBasercs 60/b0 U NPUNyxaHMEM CyCTaBOB KUCTEMH,
Ny4e3ansacCTHblX, JIOKTEBbIX, KOMEHHbIX WMAM Ap.; 605b
6blBaeT MUIPUPYIOLLEN, T. €. MOXKET NEPEXOANTb OT OAHO-
ro cycTaBa K ApYyromy, a MOXET nopakaTb OAHM U Te e
cycTaBbl ¢ 06eunx CTOpoH Tena; aptput npu CKB 06bI4HO
He NpMBOAMUT K HeO6PaTUMbIM AedopMaLUaAM);

°* [MNEeBPUT U NepuKapauT (BocnaneHwe nneBpbl — 060-
NOYKK, BbICTUNAIOWEN TPYAHYIO KIETKY M Nerkue; BOC-
naneHne nepuvkapga — 060M04YKM cepala: BocnaneHme
3TUX TKAHEW MOXKET MPUBECTU K CKOMMEHMUIO KUAKOCTU
BOKpPYr cepaua nnu nerkux. Nnesput Bbi3bIBAET 0COOLIN
TMN 601K B rpyan, KOTopas YCUAMBAETCS MPU AbIXaHUK);

® [Opa)eHue no4vek (NpUCYTCTBYET MOYTU Y BCEX AETEN,
605bHbIX CKB, a no cTeneHn BbIParKEHHOCTU MOXKET

KonebaTbCA OT OYEeHb NErKOro A0 O4YEeHb CEPbE3HOrO:

BHayane, Kak npaBwno, NpoTekaeT 6ecCMMNTOMHO

MU MOXET 6blTb OOHAPYKEHO TONIbKO B pe3ynbTaTe ucce-

JOBaHUS aHann3a MoYM M KpoBwW. JeTn CO 3HAYMTENbHbIM

HapyweHneM QyHKLMK NoYeK MOryT UMeTb 6eoK 1/ unun

KPOBb B MOYe, a TaKXe OTEKU, 0COBEHHO B 06/1aCTK CTOMN

W TOSIEHEN);

e nopaxeHune UHC (nposBnsietcs ronoBHon 60/blo, Cydo-
poramu M HEPBHO-MCUXMYECKMMU CUMMTOMaMM, TaKUMKU
KaK TPYAHOCTM C KOHLEHTpauuen BHUMaHWS W 3arno-
MWHaHWEM, U3MEHEHWE HACTPOEHMS, AENPEeccus u ncu-
X03 — Cepbe3Hoe MCUXMYECKoe pPacCTPOMCTBO, Mpw
KOTOPOM HapyllaeTcsl MbllUeHWE U NOBEAEHME);

® HapylleHUs CO CTOPOHbI KIEeTOK KpoBu (obycnosne-
Hbl @yTOaHTMTENaMW, KOTOpPble aTaKylT KIETKM KPOBW.

=
=
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Mpouecc paspylleHns KpacHbIX KPOBSAHbIX KETOK,
NepeHOCALLMX KUCNOPOA OT NIEerKMX K APYruM 4acTam
Tena, Ha3blBaeTca reMonn3omM, NPUBOAMUT K Pa3BUTUIO
reMOJIMTUYECKOM aHEMUHN. DTO pa3pyLleHne MOXKET 6bITb
MEASIEHHbIM U OTHOCUTENbHO MATKUM, @ MOXKET pa3Bu-
BaTbCs 04eHb ObICTPO U TpeboBaTb HEOTIOXKHOW NOMO-
WM. YMeHbleHWe KonndectBa 6efiblX KIIEeTOK KpoBU
Ha3blBaeTcs nenkoneHuven, kotopas npu CKB 06bly-
HO HeonacHa. CHWeHue KonuyectBa TPOMOOUMTOB
Ha3blBaeTca TPOMOOLMTONEHNEN: 4ETU C MOHWUKEHHbIM
KOM4ecTBOM TPOMOGOLIMTOB MOrYT CTpajaTb OT 4acTblX
KPOBOMU3NIUAHUI B KOXY M KPOBOTEYEHUW M3 pasfiny-
HbIX YacTenh Tena, TaKuUX KaK XeflyJoYHO-KMULLIEeYHbIN
TpaKT, MOYEBbLIBOASLLME MYTU, MaTKa UAU KPOBOWU3NUS-
HUS B MO3T);

®  MMMYHONIOTMYECKME HAPYLIEHWS (CBA3aHbl C HanuM4ymMem
ayToaHTUTEN B KPOBW, KOTOpble YyKa3biBaloT Ha CKB:
aHTUdochOoNMNUOHbIE aHTUTENa, aHTUTEeNa K HaTUMBHOWM
OHK — aytoaHT1TEeNna, HanpaBfieHHble NPOTUB reHeTu4e-
CKOro mMaTepuana B KNeTKax, BCTpe4yalTcs B OCHOBHOM
TonbKO npu CKB. TecT Ha aHTMTena K HatuBHou AHK
4acTo NOBTOPSIOT, T.K. YPOBEHb aHTUTEN BO3pacTaeT, Kor-
na CKB HaxoauTcs B akTMBHOM dase, U 3TOT TECT MOXKET
NMoMOYb Bpayy onpeaennTb CTeneHb akTUBHOCTU 3abone-
BaHM4, a TaKe aHTMTena anti-Sm: Ha3zBaHWe OTHOCUTCS
K NepBon nauymeHTKe (r-xxe CMUT), B KPOBU KOTOPOM OHM
OblnM OBGHapYyKeHbl. ATU aHTUTEeNa BCTPeYalTCs MNoYyTh
ncknouuTenoHo npn CKB 1 yacto nomoratoT noareBep-
OWUTb ANarHo3);

® HanuMyuMe aHTUHYKNeapHbIX aHTUTeN (HampaBfeHbl Npo-
TMB A4pa KNETKKW; BCTPEYAIOTCS B KPOBM MOYTU KaXKAoro
6onbHOro CKB, TeM He MeHee UX OBHapyKeHue camo
no cebe He ABNAETCS AOKa3aTenbCcTBOM Hanmnimsa CKB,
T.K. 3TOT TECT MOXET ObITb MOMOKMUTENbHbLIM U MPU ApPY-
rMx 3abosieBaHuAX, a CnabononoXMUTENbHbIM — [aXke
y 5-15% 340p0BbIX AETEN).

B yem 3Ha4YMMOCTb TECTOB?

JlabopaTopHble TeCTbl MOryT MOMOYb AMArHOCTMpPOBaTb
CKB © ycTaHOBMWTb, KakuMe BHYTPEHHWE opraHbl 3aTPOHYTbI
3a6oneBaHueM. PerynapHble aHann3bl KPOBM U MOYM BarKHbl
4N MOHUTOPWUHIA aKTMBHOCTM M OLEHKM TsXKecTu 3abone-
BaHWA, a TaKXKe OnpeaeneHns, HaCcKONbKO XOPOLIO Mauu-
€HT nepeHocuT neKapctea. CyllecTByeT HECKONbKO nabopa-
TOPHbIX TECTOB, CNOCOGHbLIX MOMOYb AMarHocTMpoBaTb CKB
W PELNTb, KaKWe NeKapcTBa Ha3HayaTb, a TaKKe OLEHUTb,
HaCKOMIbKO XOPOLLO NPoMNUcaHHble B HacTosLWee Bpems npe-
napartbl KynupytoT BbiaBaHHoe CKB BocnaneHue.

1. O6blYyHble KIMHUYECKME aHaNM3bl YKa3blBaloT Ha Hasu-
4yne aKTMBHOIO CUCTEMHOro 3abofneBaHUs C MHOXe-
CTBEHHbIM MOpPaXKEHWEM OPraHoB.

2. CO3 u copeprkaHue B kKpou CPB npu BocnaneHuu noBbl-
watotcs. CPB npu CKB MoXeT 6bITb B HOPME, B TO BpeMS
Kak CO3 nosblleHa. YBennyeHne CPb MoXeT yKasbiBaTb
Ha Hann4Yne MHOEKLMOHHOIO OCNOKHEHUS.

3. 06Wmihn aHann3 KPoBM MOMOXKET BbISIBUTb aHEMMUIO, HU3-
Koe coaepyKaHne TPOMOOLMTOB U BeNbIX KNETOK KPOBW.

4. 3JnekTpodope3 6enKOB CbIBOPOTKM MOMOKET BbIABUTb
NOBbILWEHHOE COAEPKAHME raMMa-rnobynMHOB (aKTUB-
Hoe BoOcCMafeHne U yBe/luYyeHHas BblpaboTKa ayTo-
aHTUTEN).

5. Anb6YMWH: HU3KUI YPOBEHb MOXKET YKasbliBaTb Ha nopa-
YKEHME NOoYeK.

6. O6blYyHble BMOXMMWUYECKME aHann3bl MOMOrYT BbISBUTb
HapylweHne GYHKUMK NoYeK (MOoBblWEHWE B CbIBOPOTKE
KPOBM MOYEBWHbI M KpeaTWHWHA, U3MEHEHUS KOHLEH-
TpauMh 3NEeKTPONUTOB), HapylweHUs OYHKUUW MEYEHMU

W yBEeNMYEHNE aKTUBHOCTM MbllLEYHbIX GEPMEHTOB, €CNU

3aboneBaHne Nopasnno MblllLbl.

7. TleyeHo4YHble NPOBblI U aHaNN3 MbIWEYHbIX GEPMEHTOB:
B C/ly4yae ecnv 3a4elCTBOBaHbl MbllLbl WAW MEeYeHb,
YPOBHU 3TUX GEPMEHTOB BYAET NOBbIWEHHbIMM.

8. AHanu3 MO4u BaxeH B MOMEHT NMOCTAaHOBKM AuWarHo3a
CKB u B xoae nocneaytollero HabnoaeHns 3a nauu-
€HTOM, T.K. MO3BONSIET BbIABUTb MOpParKEHUEe MOoYeK.
AHanM3 MO4YM MOXKET yKasblBaTb Ha NPU3HaKW Bocna-
NEeHNs B MOYKaX (HanmMyne KpacHbIX KPOBSHbIX KNEeTOK
AN Ype3MepHoe KoNn4yecTBO 6enka). MHorga getam
¢ CKB MOeT 6biTb NPeAoxKeHO cAaTb Ha aHann3 Mouy,
cobpaHHytlo B TeyeHue 24 4, 6narogaps 4emy nopaxe-
HUE MOYEK MONET OblTb OOHAPYKEHO YXKE Ha pPaHHMUX
cTagusx.

9. OnpepeneHve ypoBHA KOMMNaemMeHTa: 6eNK1 KOMMIEMEH-
Ta 3ajeilcTBOBaHbl B CUCTEME BPOXKAEHHOMO MMMYHU-
TeTa. HekoTtopble 6enkuM KomnnemeHTa (C3 n C4) moryt
pacxoAoBaTbCA B MMMYHHbIX PeakuMsX, U HUSKUI ypo-
BEHb 3TUX B6ENKOB CUrHaNN3MPYET O HANIMYUN aKTUBHOIO
3a60/1eBaHMs, OCOOGEHHO NMpK NOpaxKeHMUM NoYeK.

B HacTosillee Bpems AOCTYMHbl MHOIME TeCTbl, MO3BO-
nqoowue onpeaenvtb, Kak Bauset CKB Ha pasnuyHble
Yyactu Tena.

buoncua (B3TME MasieHbKOro KycO4YKa TKaHW) MOYKM
4acTo BbINOJHAETCS, Korga 3ab6oeBaHne NoparKaeT NMoYKMK.
buoncusa novykn gaet LeHHy MHGopMaLMIo O TUMe, CTeNeHU
W AaBHOCTWU Bbi3BaHHbIX CKB nopaxeHuh n o4yeHb noses-
Ha npu BblI6Ope TaKTUKKU NeyvyeHns. broncua noparKeHHoro
y4acTKa KOXWM MOMET MOMOYb [JMArHOCTMPOBaTb BaACKYIUT
KOXMW, OWCKOMAHYIO BOMYAHKY WAW OMpPeaenuTb XapaKrep
pasfnYHbIX KOXHbIX BbICbiNaHWi y naumeHTa ¢ CKB.

[Opyrne o6cnegoBaHuWsa BKKOYAKT pPeHTreHorpaduio
rPYAHOM KNETKU, 3XOKapAMO- U aNeKTpoKapamorpaduio, Tect
ans onpeaeneHns GyHKUMOHaNIbHOM aKTUBHOCTU NErkux
(cnupomeTpus), aneKTpoaHuedanorpaduto, MarHUTHO-pe30-
HaHCHYIO U Apyrue BuAbl TomMorpacdum ronoBHOro Mosra M,
BO3MOXHO, 6UOMNCHUIO PAB3/TUYHbIX TKAHEN.

MOXKHO N1 NeYnTb/U3NeYnTb faHHoe 3a6oneBaHue?

B HacToslllee BpeMsi HET HUKaKUX cneunduyeckux
nexkapctB ans nedyeHua CKB. JleueHne CKB no3BonseT KoH-
TponupoBaTb cumnToMbl CKB 1 npeaoTBpaTnTb OCNOXKHEHNUSA
3abonieBaHus, B TOM 4ucne HeobpaTMMOE MOoBpeXaeHue
opraHoB u TKkaHew. Korga CKB amarHocTtupyetcs BnepBble,
6051€3Hb, KaK MpaBuWio, O4eHb aKTMBHa. Ha aTon craguu
MOFyT NOTPe60BaTbCH BbICOKME 403bl IEKAPCTB, YTOObI KOH-
TponupoBatb 3ab6oneBaHne U NpeaoTBpaTUTb NOBPEKAEHMUS
OpraHoB. Y MHOIMX AeTen nevyeHne no3BONSET npenoTBpa-
watb o6ocTpeHna CKB, 1 601e3Hb MOXKET NePENTH B CTaAMUIO
pPEMWUCCUK, Korga NoTPeBGHOCTb B SIeHEHMM COKpaLLaeTes Uan
oTnajaert.

KakoBbl meToabl Ie4eHusa?

CneumnanbHbIX NpenapaTtoB, pa3paboTaHHbIX MMEHHO AN
neyenus CKB y pgeten, HeT. bonbwmnHcTBO cumntomoB CKB
CBSiI3aHbl C BOCMafeHUEM, NOITOMY JfleHeHUe HanpaBneHo
Ha CHWXXeHWe 3Toro BocnaneHus. [ns nevyeHuss 60JbHbIX
CKB petel mo4YTM NOBCEMECTHO MCMOAb3yeTcs NATb Fpynn
npenapartos.

1. HectepougHble NpPOTUMBOBOCMANUTENbHbIE MpenapaTbl
(Takne Kak nbynpodeH unmM HarnpoKCEH, UCMOJb3yloTCH
ONS KYNMPOBaHWSA CyCTaBHbIX 60J/ieW; Hal3HavaloT, Kak
npaBwuo, TONbKO B TEYEHNE KOPOTKOrO BPEMEHM U PEKO-
MEHAYIOT yMeHbllaTb A03y MO Mepe CHUMKEHUS Bblpa-
EHHOCTU apTpuTa. MmeeTca 60nblIoe 4YWUCNO pasiny-
HbIX NPenapaToB, OTHOCALLMXCSA K 3TOM rpynne, BKAYas



aCnuUpKH: CerofHs npenapat peaxko MCNofb3yeTcs Kak
NPOTMBOBOCNANUTENBHOE CPEACTBO, OAHAKO LWWPOKO
NPUMEHSETCA Y AeTEN C HaNYMeM aHTUHOCHONUNUIAHDIX
aHTuTen, 4tobbl NpPeaoTBpaTUTb 06pa3oBaHne TPOMOOB
B cocyaax).

lMpoTuBOMansipumHble npenapatbl (TakMe KaK TMAPOK-
CUXJIOPOXUH, OYeHb MonesHbl anga nedyeHusa CKB, oco-
6EHHO YYBCTBUTENbHbIX K COJMIHLLYY KOMHbIX BbICbINaHWUM,
TaKMX KaK AMCKOMAHaa MaM nogocTpas BonyYaHKa. Moxet
YUTU HECKONbKO MecsaLeB, Npexae Yem 3Ty npenapatbl
OKaXXyT neyebHoe aencteue. MNpu BBEAEHUN HA pPaHHUX
CTagusx npenapatbl TaKKe CNoCo6Hbl YMEHbLIaTb peuu-
OMBbl 3a60neBaHus, Ayylle KOHTPONMPOBaTb MOpaKe-
HWE NOoYeK U 3aluaTb cepaevyHO-COCYANCTYIO U apyrue
CUCTEMbI OT nopaeHus. MHpopmauusa 0 CBA3KU Mexay
CKB u mansapuen otcytctByeT. CKopee BCero, ruapok-
CUXJIOPOXUH MOMOraeT perynnpoBatb cBs3aHHble ¢ CKB
OTK/IOHEHWS B UMMYHHOW CUCTEME, KOTOPbIE TaKKe Ume-
10T 60/blIOEe 3Ha4YeHne y 60/1bHbIX Manspuen).
[NIOKOKOPTUKOCTEPOUALI (TaKME KaK NpPeaHU30/10H, UC-
NONb3yKTCA AN YMEHbLIEHUS BOCNANEHUS U NOgaBAEHNS
AKTMBHOCTU MMMYHHOW CUCTEMbI; SBASIOTCA OCHOBHbI-
MW NeKapcTBaMu, npumeHsembimu npu CKB. Y peten
¢ nerkon ¢opmomn 3abonesaHunsa N'KC B coyeTaHum ¢ npo-
TUBOManNsApuHbIMKM MNpenapaTaMn MOryT 6biTb JOCTa-
TOYHbIM cpeacTBoM Tepanuu. Korga 6o0ne3Hb npoTeKaeT
B 6onee Tsenon ¢popme, C BOBEYEHUEM MOYEK MM
Apyrux BHyTpeHHMUX opraHoB, TKC ncnonb3yoTcsa B cove-
TaHWUU C UMMYHoAenpeccaHTaMu. HavyanbHbI KOHTPOSb
3a 3a60/ieBaHNEM 0ObIYHO HE MOXET ObITb AJOCTUTHYT 6€3
exxeaHeBHoro npuemMa NKC B Te4eHMe HECKONbKMX Heaenb
UK MecsiLeB, U GOMbLUMHCTBO AETEN HYXKAAKTCH B 3TUX
npenapatax B Te4eHne MHorux net. HayanbHas gosa NKC
M YacToTa MX MpuMema 3aBUCAT OT TAXKECTU 3ab6oneBaHus,
a TaKXKe 0T TOro, Kakas U3 cUcTeM 3aTpoHyTa 3abofieBa-
HUEeM. BbICOKME A03bl NepopanbHbIX UK BHYTPUBEHHbIX
'KC, KaK npaBu1no, UCNOJIb3YIOTCA MPU NTIEYEHNN THENON
reMonMTU4YecKon aHemuu, nopaxeHua LHC un Taxeno-
ro nopaeHus novyeKk. Y aeTen 3aMeTHO ynydllaeTcs
CaMOY4yBCTBME, M OHM CTAHOBSATCS 60/iee 3HEPrUYHbIMMU
CNyCcTa HECKOSIbKO AHen nocne Hadvana npuema [KC.
Mocne Toro, Kak HavasbHble NPosBAeHUs 3aboneBaHns
yaaeTcs B3ATb NOA KOHTponb, Ao3y KC ymeHbwatoT
40 MUHMManbHO BO3MOXHOIMO YPOBHS, CNOCOGHOIO KOH-
TponMpoBaTb 3abofieBaHWE W MOALEPKMBaTb YAOBET-
BOpPUTENbHOE COCTOAHUE pebeHKa. CHMKeHne ao3bl TKC
[ONIKHO NPOUCXOANTL MOCTEMEHHO, C YaCTbIM KOHTPOEM,
4T06bl Y6eanTbCs, YTO KIMHWYECKME U nabopaToOpHble
noKkasaTeNn aKTMBHOCTM 3abosieBaHUs OCTaloTCH CHMU-
YEHHbIMW. [Topon NOAPOCTKM MOrYT NOAAATbCHA UCKYLLEe-
HUIO NpekpaTuTb npuem MKC Mnn yMeHblWUTb/YBENUYUTD
WX [O3Y: MHOrga 3TO CBSI3aHO C HAaKOMMBLUMMCS Henpw-
ATMEM MNOBOYHbIX 3GPEKTOB, a MHOrAa C TeM, YTO OHU
NnovyyBCTBOBaNMU ceba nydlie/xyxe. BaxHo, 4To6bl Oetn
M UX poauTenn noHumanu, Kak paoéotatoT KC, 1 yem
rPO3UT NpeKpalleHne Ui U3MeHeHne A03bl NeKapcTBa
6e3 MeanuUMHCKoro HabnwoaeHus. Hekotopble TKC (Kop-
TU30H) B HOpMe BblpabaTtbiBatoTcsa B opraHuame. C camo-
ro Havyana sieyeHus opraHuM3M pearwpyet Ha npenapart
W NpeKpalwaeT BbipaboTKy COOGCTBEHHOINO KOPTU30HAa,
4YTO NMPMBOAMUT K NOAaBMEHUID COOGCTBEHHOW BbipabOTKM
KOPTU30Ha HaanoyevyHukamu. Ecnn TKC mncnonbayotes
B TeYEHUE AIMTENBHOrO BPEMEHMU, a 3aTEM WX NPUMEHEe-
HWE Pe3Ko MpeKpallaeTcs, OpraHM3M B TEYEHWE HEKO-
TOPOro BPEMEHW OblBaeT He B COCTOSHWWM MPUCTYMUTb
K BblpabOTKE COOGCTBEHHOINO0 KOPTU30HA, pesynbTaTtom
4ero MOXeT BbITb ONacHoe 415 XU3HW OTCYTCTBMUE KOPTU-

30Ha (Hagno4Ye4YyHUMKoBas HeaoCTaToO4YHOCTL). Kpome Toro,
CNULIKOM 6bICTpoe cHMKeHne ao3bl TKC MOXKeT Bbi3BaTb
o60CcTpeHne 3aboneBaHus.

4. Hebuonormyeckne npoTMBOpEBMATUYECKME npenapaTbl,
Moanduumnpyrowme tedyeHmne 6onesun (MMMTB, Takue
KaK asaTMOoNnpuH, MeToTpeKcaT, MMKodeHonata Moode-
TMA U UMKnodocdamuna: MexaHMam UX AEUCTBUS OTIU-
yeH oT mexaHu3ma gencteua NTKC — oHW nogaBnstoT
BocnaneHue. MpenapaTtbl UCNONL3YIOT B CAy4Yasix, €Cu
npuMeHeHne Tonbko oaHux MKC He no3BongeTr B3ATb
nog KoHTponb CKB, a TakKe ¢ uenbio NoMo4vyb Bpayvam
YMEHbWUTb exeaHeBHYlo Ao3y NKC M yMeHblnTb KX
no6o4YHble 3dPEKTbl, OAHOBPEMEHHO Kymnupys CUMMTO-
Mbl CKB. MukodeHonata ModetTun n a3aTtuornpuH Bbiny-
CKaloT B BUAe TabneToK, a unkinopochamng — B BUae
TabneTok NM60 BHYTPUBEHHbLIX NIEKAPCTBEHHbIX POpPM.
Tepanua uunknodpocdammaomMm MNpUMEHSETCA Yy OeTen
C cepbe3HbiMU nopaxkeHuamu LLHC, BbiaBaHHbIMKM CKB.
MeToTpeKcaT NPUMEHSIOT B BUAE TabNETOK UK MNOAKOXK-
HbIX MHBbEKLINNA).

5. buonoruyeckue MMNMTB, nnu 6uonpenapaTbl (BKIOYAOT
NEeKapCTBEHHbIE CpeAcTBa, KOTopble GNOKMPYIOT Bbipa-
60TKY ayTOUMMYHHbIX aHTUTEN UK 3bPEKT onpeaeneH-
HOM MoneKynbl. OgHUM M3 NpenapaToB 3TOW rPynbl ABAS-
€TCca pUTYKCUMab, KOTOPbIA MCMONb3YyeTCs B OCHOBHOM
B Tex chydyasix, Korga cTaHAapTHOe /JiedeHne He Mo3BOo-
NeT KOHTponupoBaTb 3aboneBaHue. bennmymab, ogo-
6peHHbIn ansa nedeHns CKB y B3pocibiXx MauMeHTOB,
HanpasieH npoTne B-numboumMToB, BbipabaTbiBaOLLMX
aHTMTena. Kak npasuno, ucnosb3oBaHne Guonpenapa-
ToB Yy 60/bHbIX CKB aeten n nogpoCTKOB BCE elle HOCUT
3KCMEepUMEHTaNbHbIN XxapaKTep.

UccnegoBaHms B 06/1aCTh ayTOMMMYHHbIX 3a601€BaHNN,

B YyacTtHocTi CKB, BeayTtcs ¢ NOBbIWEHHON MHTEHCUBHOCTbIO.

Lenb 6yayuMx uccnegoBaHWM 3aK/iloyaeTcss B onpegene-

HUWM KOHKPETHbLIX MEXaHW3MOB BOCMaNEHUS U ayTOMMMYHHbIX

HapylweHWn ans pa3paboTkn 6onee 3QDEKTUBHbBIX TapreTHbIX

(LueneBbIX, TOYEYHbIX) METOLOB NE€YEHNUs, He MOoAaBAsAa Mpu

3TOM BCIO MMMYHHYIO cucTemy. B HacTosilee BpemMs NpoBo-

AMTCA Lenbii pag KIMHUYECKUX UCCNeaoBaHuim, U3yyYatoLmnx

CKB, — TecTupoBaHWe HOBbIX METOAOB NE€YEHUS U UCCIeao-

BaHWS, HanpaBneHHble Ha yrny6aeHHoe M3y4YeHUe acrneKkToB

CKB y peten. 3T paboTbl NO3BOASIOT C BO3pacralolmm

ONTMMU3MOM CMOTPETb Ha byayllee aeten, 60nbHbIX CKB.

KakoBbl N0604YHbIEe 3)PEKTbI TIEKAPCTBEHHOMN

Tepanuu?

MpenapaTtbl, ucnonb3yemble ana nedveHus CKB, gocrta-
TOYHO ycnelwHbl B 60pbb6e ¢ cMMATOMaMu 3abosieBaHus.
OpaHaKko, KaK M BCe Apyrve nexkapctsa, OHWM MOryT npuBe-
CTU K pasfn4yHbiM No60YHbIM addeKTam. Tak, HecTepoua-
Hble MPOTMBOBOCMNANUTENbHbIE NpenapaThl Bbi3biBalOT AWC-
KOM®OPT B Xenyake (NekapcTtBa cnegyet npMHUMaThb nocne
e/lbl), MOBbILEHHYID KPOBOTOYMBOCTb, B 6ONEe peaxkux ciy-
yasix — HapyleHus B paboTe noyeKk unu nedeHu. Mpotm-
BOManspuiHble npenapaTtbl MOryT Bbl3blBaTb M3MEHEHMUS
B ceTyaTKe rnasa, noatomy MauueHTbl AOSXKHbl PEryaspHo
ocMaTpMBaThbCs CneLmManucTom-opTanbMONOroMm.

'KC MMmeloT camblii WUMPOKKIM CrEKTP No60oYHbIX addeEK-
TOB KaK B KPaTKOCPOYHOM, TaK U B 4ONTOCPOYHON NEPCNEKTH-
BE, PUCK pa3BUTUS KOTOPbLIX YBEIMYMBAETCS B Cyvae, Korga
Heo6x0aAMMO NPUMEHEHME BbICOKMX 403 MpenapaToB W Kor-
A OHM MUCMOAb3YKTCH B TEYEHWE ANUTENIbHOIO BPEMEHM.
OCHOBHble N0604YHbIE 3PDEKTbI ITUX NPenapaToB BKAOYAOT
M3MEHEHUS BHELLHOCTHU (Hanpumep, yBenMyeHme Beca, npm-
NyxJ0CTb WEK, M36bITOYHBIM POCT BOSIOC Ha TeNe, UBMEHEHME
KOXM C nosiBneHuemM 6arpoBblX MOMOC, aKHe W NosiBAEHWEe

i

BOMPOCbI COBPEMEHHOW NEAUATPUM /2018/ TOM 17/ Ne 2



remMaTtomM Aaxke nocne HebosbLlIOro ywnba; yBenmyeHne Beca
MOXET KOHTPOJIMPOBATLCA C MOMOLLbIO HU3KOKaNOpUMHOM
oneTbl U GU3UYECKUX YMNpParKHEHWM); MOBbLIWEHHbIN PUCK
MHObEKLMI, B HaCTHOCTH Ty6epKynes3a 1 BETPSHOM Ocnbl (ecnu
pebeHoK, npuHumatowmm N'KC, 6bi1 B KOHTaAKTE C 60JIbHbIM
BETPSIHKON, CNleayeT Kak MOXHO CKopee nokasaTtb ero Bpauyy:
3aluTa OT BETPSHOM OCMbl MOXET ObiTb JOCTUrHYTaA MyTeEM
BBeAEeHMS cneundrn4ecKon cbiBOPOTKM — NMacCUBHOW UMMY-
HU3aUMK); NpobaemMbl C XKenyakoM, TakKMe Kak aucnencus,
MW PACcCTPOMCTBO XKesyaKa, U3xora (MoXKeT notpeboBaTbCH
NPOTMBOSI3BEHHAs Tepanus); nogasneHue pocTta. MeHee
yacTble No6oyHble 3adPEKTbl BKAOYAKT MOBbILEHWE apTe-
pWanbHOro AaBneHus; cnabocTb MblWL, (AETU MOTYT UCMbITbI-
BaTb TPYAHOCTM NPWU MNOAbLEME MO IECTHULIE UAN BCTaBaHUM
CO CTyna); HapyweHus yrneBogHoro o6mMeHa, 0CO6eHHO npu
HaNM4YnUN TEHETUYECKOM MpPeapacrnonoXeHHOCTU K anabeTy;
M3MEHEHMS HaCTPOEHUs, B TOM YMCrie Aenpeccuto U nepe-
nafbl HACTPOEHUs; NPOGAEMbI C ra3amu, TakMe KaKk NoMyT-
HeHue XpycTanunKa rnasa (Katapakra) U riaykoma; CHUKeHne
MJIOTHOCTU KOCTHOW TKaHW — 0CTeornopo3 (3PdeKT MOXKHO
CHU3UTb C MOMOLLbO PUBUYECKUX YNpParKHEHWUH, ynoTpe-
61959 B MWLy NPOAYKTbl, 6oratble Kanbuuem, U npuHumas
[LOMNOSIHMTENbHO MpenapaTbl Kanbuma U BuTamuHa D: Takue
npodunakTMyecKkme Mmepbl HEOBX0AMMO Ha4YMHaTb Cpasy Xe
C Havyanom npuvema BblCoKkux go3 NKC).

BaxHO OTMETUTb, YTO BONbLIMHCTBO NOBGOYHbLIX 3PDEKTOB
KC aBnaioTcs 06paTUMbIMK, U MOCNE CHUXEHUS O03bl npe-
napaTa Uav ero OTMEHbl OHM UCYE3aloT.

Buonorunyeckune n Hebronoruyeckue NMMTB Takke nme-
0T N0604YHbIE 3DDEKTLI, KOTOPbIE MOTYT MPUHATb CEPbESHbIN
XapakTtep.

Kak gonro go/mkHO npoaonKartbcs e4yeHme?

JleyeHre JOMKHO NPOAOAKATLCA Ha MPOTIXKEHUU BCEMO
BPEMEHMU, MOKa unmeeTcs 60ne3Hb. O6Llenpmu3HaHo, 4To
B 60JIblIMHCTBE ciiydaeB Y 60/bHbIXx CKB aeten nofHOCTbIO
npekpatutb npnem MKC oyeHb TpyaHo. JonrocpoyHas noa-
LepuBatlowas Tepanus ¢ NPUEMOM OYeHb HU3KOM [03bl
'KC MOXKeT cBECTU K MMHUMYMY PUCK OBOCTPEHUI 1 AeprKaTb
60ne3Hb Noa KOHTposneMm. Ana MHOMMX NauMeHTOB 3TO MOXET
OblTb HauAyylWMm cnocobomM MNpeaoTBpalleHnss pUcka o060-
CcTpeHuns 3aboneBaHusa. O6blYHO TakuMe HuU3KMe ao3bl KC
[atoT 04eHb HEOBO/bLIOE KOMMYECTBO MOBGOYHbIX 3DPEKTOB,
KOTOpble, KaK NpaBwuio, NpoTeKaloT B IerKon dopme.

Kak HacuyeT HeTpaAULIMOHHbIX METOAO0B

Ne4vyeHUs/AonoJIHUTENIbHOW Tepanun?

CyuiecTByeT MHOIO AOMOSMHUTENbHbIX U anbTePHATUBHbIX
METOZO0B IeYEHUS, YTO MOXKET BBECTU B 3abyKAeHUe NaLu-
E€HTOB M MX ceMbM. ogymanTe XOpoLlo O PUCKaX U Npenmy-
LiecTBax NPUMEHEHUS TaKOW Tepanunu, MOCKOSbKY ee addek-
TMBHOCTb HE AOKa3aHa U MOXeT 06x0AuTbCs LOPOro KakK B
nnaHe BPEMEHW W BAUSAHMA Ha pebeHKa, TaK U B AEHEKHOM
BblpaxeHWKn. ECnun Bbl XOTUTE pacCMOTPETb LOMOAHUTENbHbIE
W anbTepHaTUBHbIE METOAbI IeYEHUS, NOXKaNyncTa, obeyante
3TW BapuaHTbl CO CBOMM JETCKMM peBMatonorom. Hekotopble
MEeTO/bl Ie4eHUs CNOCOOHbI B3aUMOAENCTBOBATb C 0ObIYHbI-
MU fleKkapcTBamMu. BONbWKMHCTBO CNELMaINCTOB He CTaHeT
BO3paykaTb MPOTUB MPUMEHEHUS anbTePHATUBHOM Tepanuu,
ecnv Bbl 6yaeTe cnefoBaTb COBETAaM Bpaya M He NpeKpallaTtb
npMeM NPOMUCaHHbIX IEKapCTBEHHbIX CPEACTB. Ecnun nekap-
CcTBa HEOOX0AUMbI, YTOObI AeprKaTb 601€3Hb NO4 KOHTPOSIEM,
TO MpeKpalleHne Ux npuema MOXKET OKal3aTbCs OMacHbIM,
ecnn 3aboneBaHWe MOo-NpeXxHEMY HaxoAWUTCS B aKTUBHOM
dasze. lNoxanyncra, obcyauTe BONPOCHI, KOTOpble Bac 6ec-
MOKOSIT B OTHOLWIEHWW Ha3HaA4YeHHOro npenapara, ¢ BpayoMm
Balwero pebeHKa.

Kakue nepuoguyeckune ocmMoTpbl HEOGXOAUMBI?

BaxHO 4acTo noceuwatb Bpa4ya, NOTOMY 4YTO MHOrue
OTK/IOHEHUS B COCTOSIHUM 340POBbS, KOTOPbIE MOTYT BO3HM-
KaTb Npu CKB, MOXXHO NpeaoTBpaTUTb, K TOMY e MUX JleyeHne
Ha 6o/lee paHHeW CTafguu, KaK npaBuno, nerye. bonbHble
CKB petv go/mKHbl nocewaTb peBmaTtosiora He pexe OfHO-
ro pasa B 3 Mec. B cnyyae Heo6xoanMOCTH cneayeT TakxKe
KOHCY/1IbTUPOBATbLCA C APYrMMU CrieLmanncTammn, TaKuMu Kak
[eTCKMe AepmaTtoniorun (yxo4 3a KOXew), AeTCKMe reMaTonoru
(601€3HM KPOBM) UK AeTCKUe Hedponorm (60/1e3HU NMOYEK).
B neyeHun un yxoge 3a 60sbHbiMM CKB pgetbmu yyacTBy-
0T TaKXKe coumanbHble PabOTHUKMU, MCUXONOrU, AMETOSIOMM
W Apyrve cneunanucTbl B 061acTv 34paBoOXpaHeHus.

BonbHble CKB getn gomkHbl perynsapHo obcneaoBaTtb-
csl, BK/OYas MPOBEPKY apTepuanbHOro AaBfieHWs, aHanm3
MOYM, OBLMI aHaIM3 KPOBW, Koaryiorpammy, onpegenexHve
YPOBHEW caxapa B KPOBW, KOMMAEMEHTa U aHTUTEN K HaTUB-
Hon JHK. Meproanyeckme aHann3bl KPOBM TaKKe ABNSIOTCSA
0693aTeNlbHbIMK Ha NPOTSXKEHUWU Teparnuu ¢ NPUMEHEHNEM
MMMYHOZENPeccaHToB, YToObl y6eanUTbCs, YTO YPOBEHb Kiie-
TOK KPOBM, BblpabaTbiBaeMbIX KOCTHbIM MO3roMm, He cTan
C/IULIKOM HU3KUM.

Kak ponro 6yaet npogonKatbcs 601e3Hb?

KaK ye ynomuHanocb Bbllle, HUKaKWX CPeacTB Ans
nonHoro maneyeHns CKB He cywecTByeT. KnnHuyeckue wm
nabopatopHble cumnToMbl CKB MOryT 6biTb MUHWMaNbHbIMU
MW [Jake OTCYTCTBOBaTb, €C/M NleKapCcTBa MPUHUMALOTCSH
PErynsipHoO U B COOTBETCTBUWM C MPEANUCaAHUAMU LETCKOro
peBmartosnora. Hapsay ¢ apyrumu daktopamu, K yxyaLeHuio
COCTOSAHUA (060CTpeHuto) 6onbHoro CKB Moryt npuBectu
HeperyiapHbIn Npuem nekapcts, MHPEeKUuKn, cTpecc 1 BO3-
[eVCTBME CONMHEYHOro cBeTa. 3ayacTyio O6biBaeT TPyAHO
npeacKasaTtb, Kaknum 6yaeT TedyeHne 3aboneBaHus.

KaKoB f0NrocpoyHbiii NPOrHo3 3a6oneBaHuA?

Mcxon CKB 3HauuTenbHO yny4liaetcs, ecnu 6opbba ¢ 3a60-
fleBaHWEM Ha4MHaEeTCs Ha paHHeW CTaauu U BeAeTcs AnuTeNb-
HO M nocnefoBaTesibHO. 3TOr0 MOXHO AOCTUYb NyTemM npume-
HeHus ruapoKenxnopoxmHa, MKC u MMMTB. CocTosiHMe MHOMMX
naumeHToB, y Kotopbix CKB Hayanacb B [E€TCKOM BO3pacTe,
MOMET ObITb JOCTATOYHO XOPOLLUM, TEM HE MeHee 3aboeBaHne
MOMET ObITb CEPbE3HBLIM U ONACHbIM A5 }KM3HW U OCTaBaTbCs
aKTUBHbIM B Te4eHWe NOAPOCTKOBOro/B3POCIOro Bo3pacTa.

MporHo3 CKB B oeTcKOM BO3pacTe 3aBUCUT OT CTEMEHMU
nopa<eHunsi BHyTPEHHUX OpraHoB. [1eTH, y KOTOpbIX MMeeTCs
3HaymMmoe nopaxkeHue no4vek unu LIHC, TpebytoT arpeccuB-
HOro /le4YeHWs; HaNpPOTUB, NIETKYIO CbiMb U @apPTPUT KOHTPOJIU-
poBaTb HECNOXHO. OgHAKO NPOrHO3 ANs KaX4oro oTaebHo-
ro pe6eHKa OTHOCUTENIbHO HenpeacKasyem.

B03MOXXHO N1 NosiHOe u3neyeHme?

Ecnu gnarHo3 noctaBieH Ha paHHeW CTaguu, U naumeHT
cpagy Havan nonyyaTtb Hafnexallee nevyeHue, To 3abonesa-
HWe 06bIYHO OTCTYNaEeT U MOXKET NEPENTU B PEMUCCUIO (OTCYT-
CTBUE BCEX OOBLEKTUBHbIX U CYObEKTUBHBIX CUMNTOMOB CKB).
OfgHaKko, KaK yxe ynomuHanocb, CKB qaBnsetcs Henpegn-
CKa3yeMblM XPOHMYECKMM 3aboneBaHueM, Mo3ToMy Mauu-
€eHTbl ¢ AnarHo3om CKB 06bl4HO OcTaloTCsl Moj MeAULMH-
CKMM HabnlogeHMEM U NMPUHUMAtOT JIeKapcTBa MOCTOSIHHO.
[OCTUrHYB COBEPLUIEHHONETHS, MALMEHTbI YaCcTO NepeaatoTcs
noa HabnogeHne B3pOCIOro peemarosora.

Kak moxeTt 601e3Hb NOB/AIUATb HA pe6eHKa

Y NOBCEeAHEBHYIO }XU3Hb CEMbU?

Mocne Toro, Kak 6onbHble CKB getun HauuHaloT nony-
YyaTb JieYeHUe, OHU MOTYT BECTU MPaAKTUYECKU HOPMaJIbHbIN



o6pas XU3HU. OOHUM M3 UCKIOYEHUN ABNSETCH BO3AEW-
CTBME 4YPE3MEPHOr0 COMHEYHOro MAW ynbTpadroneToBoro
(Ha AMCKOTeKax) cBeTa, YTO CNOCOOHO Bbi3BaTb 060CTPEHME
CKB wnun yxyawuTtb TedeHne 3aboneBaHus. PebeHok ¢ CKB
He [JOMKEH HaxXOAWMTbCA Ha MAsKe BeCb [AeHb WAW CUAETb
Ha cofiHuUe y 6acceilHa. PeryngapHoe npuMeHeHWe CosfHLue-
3alUTHOrO KpeMa ¢ daKTopoM 3aluTbl OT conHua (SPF)
Ha ypoBHe = 40 aBnsieTcs 06s3aTeNibHbIM. Ba)KHO, 4TO6bI
netn K 10-neTHeMy BOo3pacTy HayMHanu 6paTb Ha cebs Bce
606/bLUYI0 POSib B CBOEM JIEYEHUU, @ TAKKE B OTHOLIEHWU NINY-
HOW TMrneHbl. JeT 1 ux poamTenu AOMKHbI 3HaTb CUMMTOMbI
CKB, 4T06bl OonpeaennTb BO3MOXHOE Havano o60CTpeHus
3aboneBaHus. HeKoTopble CUMNTOMbI, TaKMe KakK XpOHMUYe-
CKasi yCTanoCTb M HeAOCTaTOK 3HEPrUU, MOTYT COXPaHATLCS
B T€YEHME HECKOJIbKMX MEeCSsLLEB MOcne KynupoBaHus 060-
CcTpeHusa. [na noagep:aHus 340POBOr0 Beca, XOpoLlero
COCTOSIHUS KOCTeN 1 nogobatowen dnandeckon GopMbl Baxk-
Hbl perynsipHble GU3NYECKUE yNpaKHEHUS.

Kak HacueT wKonbl, cnoprta, AUeTbl?

bonbHble CKB getv mMoryT v AOMKHbI nocellaTb LKoY,
3a WUCKI/IIOYEHMEM aKTUMBHbIX NepuoaoB 6onesHun. Ecnu
CUCTEMHaa KpacHasa BoOfYaHKa He 3aTtparuBaetr LUHC,
TO B LL€/IOM OHa He B/IUFEeT Ha COoCO6HOCTb pebeHKa K 06y-
YEHUIO M MblwneHnto. B cnydyae BosnedyeHnsa LLHC moryt
BO3HMKATb Takne Npo6sembl, Kak TPYAHOCTU C KOHLEHTpa-
umMen BHUMaHUA 1 3anoMUMHaHWEM, TONOBHbIe 60K U nepe-
MEHbl HAacTpoeHus. B aTux cnyvyasx OO/KHbI ObiTb pa3pa-
60TaHbl cneunanbHble y4ebHble nnaHbl. B uenom pebeHka
cnefyeT NooulpsATb K y4acTUO BO BHEKIACCHbIX MEPONpU-
ATUAX B TOM Mepe, KaKylo emy «no3BofsdeT» 60/1e3Hb. Tem
HEe MeHee y4YnTens AoMKHbl 6biTb 0CBEAOMNEHbI O AMArHO3e
CKB y pebeHKa 1 yuynTbiBaTb 3TO B Te Nepuoabl, Koraa ycu-
nunBatoTca cBa3aHHble K CKB cMMnTOMbI, B TOM Yucie 60au
B CycTaBax W ApYrux 4yacTsax Tena, KoTopble MOryT BAWUSTb
Ha obyyeHue.

OrpaHun4yeHuns no obluien OeaTenbHOCTU, KakK npaBuno,
HEe HYXHbl M HexenatenbHbl. B nepuoa pemuccun 3abo-
neBaHUA cneayet MNoowpaTb pPerynsapHble Gu3nveckue
ynpaHeHus. PekomeHaytoTcs xoab6a, nnaBaHue, e3ga Ha
Benocuneae U apyrue asapobHbie BUAbI CropTa MU Mepo-
NpUSTUS Ha cBexXeM Bo3ayxe. [na aKTMBHOI0 OTAblXa PEeKo-
MEHAYIOTCA COOTBETCTBYIOLULAA 3allMTHAA OfeXaa, COJH-
Lle3allUTHbIM KPEM C BbICOKOW CTEMEHbIO 3allMThl M OTKa3
OT NpebblBaHUA Ha COJSIHLE B 4Yacbl €ro NMMKOBOW aKTUB-
HOCTU. M36erante 3aHATUM CNOPTOM OO M3HEMOMKEHMUS.
Bo Bpems o60CcTpeHna 601e3HN PUBNYECKUE YIParKHEHNS
[IONXKHbl OGbITb OrPaHUY€EHbI.

CneunanbHoOn gneTbl, KoTopas Morna 6bl BblieunTb CKB,
He cyuwectByeT. bonbHbiM CKB getam cnepyetr cobntogatb
300pOBYto, cbanaHcMpoBaHHyto anety. B cnyvae npmnema NKC
[1I€TW AO/KHbI MUTATbCs NPOAYKTAMMU C HU3KUM COAepIKaHuem
COMK, YTO MoMOraeT NpeaoTBpPaTUTb MOBbILIEHWE apTepu-
anbHOro AaBfieHUs, U HU3KUM COAEepIKaHUeEM caxapa, YToObI
npeaoTBpaTUTbL pa3BuTME anabeTa M MNOoBbllieHWe Beca.
Kpome Toro, naumneHTbl JOMKHbI AONONHUTENBHO NMPUHMUMATb
npenapatbl, cogepxaline Kanbuui U BuTamuH D, 4yTo crno-
Co6CTBYET NpPeAoTBpaLLEHUIO ocTeonopo3a. B oTHOWeEHUKU
JPYrMX BUTAMWUHHbIX 0GABOK Hay4Hble AOKa3aTenbCTBa WX
nonb3bl npu CKB oTcyTCTBYIOT.

MoKeT 1M KnumaTt BJIMATb Ha Te4YeHUe 601e3HU?

M3BECTHO, YTO BO3AENCTBME COJIHEYHOrO CBETa MOXKET
NMPUBECTU K PA3BUTUIO HOBbIX YHaCTKOB MOParKeHUs Ha Koxe
M BCMblWWKaM aKTUMBHOCTM 3ab6oneBaHus npu CKB. YTo6bl
npeaoTBpaTUTb 3Ty NPOGNEMY, PEKOMEHAYETCS UCMONb30-
BaHWe BbICOKOIDPEKTUBHBIX MECTHbIX COSHLIE3aAWMUTHBIX

cpeacTB. X He06X0AMMO HAHOCKUTb Ha BCE OTKPbITbIE YacTH
Tena, Korga pebeHoK HaxoauTcs BHe nomeuweHus. lMNom-
HUTE O HEOBXOAMMOCTU HAHOCWUTb COMHLE3aLWUTHbIN Kpem
no KpavHen mepe 3a 30 MWH OO BbIxoda Ha ynuuy (310
Ba)HO, 4YTOObl KPEM CMOI MPOHWMKHYTb B KOXY W 4YTOObI
KOXa CcTana cyxou). B conHeYHbl OeHb COonHue3alWmT-
HbI KPEM HEOBXOAMMO HAHOCUTb Kaxable 3 4. HeKoTopble
COMHLE3alINTHbIE CPeACcTBa SABAAIOTCA BOAOHENpPOHMULUA-
€MbIMKW, HO Mocfne KynaHus WAW nnaBaHWsa UX HaHece-
HME Ha KOXy LenecoobpasHo NoBTopuTb. Korga pebeHok
HaXO4WTCH Ha COMHLE, BaXHO HOCUTb COMHLE3alLUTHYIO
OAEXAaY, HanpUMep LWMPOKOMObIE WASANbI U O4eXAY C ANNH-
HbIMU pyKaBaMu. 3TO HEOBXOAMMO Jaxke B 06sayvyHble AHM,
MOCKONbKY ynbTpadmoneToBble Iy4n CrnoCOBHbI IerKo npo-
HUKaTb 4Yepes obnaka. HekoTopble A€TU UCMbITbIBAKOT NPO-
61eMbl Nocne BO3AENCTBMUA Ha HUX ynbTpaduroneta oT namn
[AHEBHOro CBETa, rajoreHHbIX faMn WM KOMMbIOTEPHbIX
MOHWTOPOB (LieNiecoobpas3Ho Monb30BaTbCs dKpaHamMu C
ynbTpadnoneToBbiMu GUIbTPaMM).

Mo>KHO nu peGeHKy agenatb NPUBUBKU?

Y 60nbHOro CKB pebeHKa pUCK MHOULUMPOBAHMSA NOBbI-
laeTcs, noatomy npodunakTuka UHGEKUMH nyTeM UMMYy-
HM3aLNK 0COBEHHO BaxHa. Pe6eHOK no BO3MOXHOCTK A0/-
eH cobnogaTb perynspHbin rpaduk MMMyHu3aumm. OgHaKo
€CTb HEKOTOpble WCKIIIOYEHUA: OETU C THAXKENOW, aKTUBHOM
dopmon 60NM1e3HN He AOMKHbI NOy4aTb HUKAKUX UMMYHWU-
3auui, a geTu, nonydvarolme MMMYHOCYNPECCHBHYIO Tepa-
nuto, BblicokMe fo3bl TKC 1M 6uonornyeckne npenapatbl B
LLeNIOM, He AOXHbl MPUBMBATLCS C UCMONb30BaHUEM KUBOK
BUPYCHOM BaKUMWHbI (Hanpumep, BaKLWHOW MPOTUB KOpW,
3NMAEMMYECKOro MapoTuTa M KpPacHyxu, mepopanbHOn no-
JIMOBUPYCHOW BaKLMHOW M BaKUWHOW MNPOTUB BETPSAHOM
ocnbl). MepopanbHasa BaKuMHa MPOTMB MOAMOMUENUTa TaK-
K€ MPOTMBOMNOKa3aHa Y/ieHaM CEMbM, MPOXKMBAIOLLMM BMe-
cTe ¢ peBeHKOM, KOTOPbIM Mony4aeT MMMYHOCYNPECCUBHYIO
Tepanuio. PeKoMeHLoBaHbl MTHEBMOKOKKOBas, MEHUHIOKOK-
KOBasl BaKUMHblI M €XerogHble NMPUBMBKM MPOTMB rpunna
netam ¢ CKB, nonyyatowmm Bbicokme ao3bl FKC 1/mnn nummy-
HofenpeccaHToB. B moapocTKOBOM BO3pacTe BaKLMHaLMA
NPOTUB BMPYyCa NanuiIoMbl YeIOBEKa AeBOYKaM U Manbyu-
KaMm ¢ CKB He npoTuBOnoKka3aHa.

CylLeCcTBYET BEPOSTHOCTb, 4TO 60/bHbIM CKB aetam npu-
BMBKM NOTPeBYlOTCA Yalle, YEM MX CBEPCTHUKaM: 3aluuTa,
obecrneynBaemas npmBneKon, npu CKB coxpaHsieTcs B Teve-
HWE MEHbLLIEro BPEMEHMW.

Kak HacueTt nonoBo# }XU3HU, GEpeMEHHOCTU

MU KOHTpauenuuu?

MoApOCTKM MOryT BECTM 340POBYIO MOMOBYIO MW3Hb.
OAHaKo ceKcyanbHO aKTMBHbLIM MOAPOCTKAM, MPUHUMAIOLWMUM
onpegeneHHole MMMTB nnuM xe umelowmm 3aboneBaHue
B aKTMBHOM dase, He0BX0AMMO UCMO/Ib30BaTb 6e30nacHble
MU BbICOKO3(ODEKTUBHbIE METOAbl NpeaoTBpalleHus bepe-
MeHHOCTU. B naeane 6epeMeHHOCTb Bcerga AonxKHa 6biTb
3annaHMpoBaHHoON. Heo6xoAMMO MOMHWTL, YTO HEKOoTopble
nieKapcTBa OT apTepuanbHoro gasneHus u MMMTBE moryt
HaHecTu Bpea pa3BuTuio nnoda. bonbwKnHCTBO 60nbHLIX CKB
EHLWMH MOTyT UMETb HOPManbHO MPOTEKatoLylo 6epeMeH-
HOCTb W CMNOCOGHbLI POANTb 340POBOro pebeHKa. MaeanbHbiM
BpeMeHeEM Ans 6epeMeHHOCTU 6bl1 6bl TOT Nepuoj, Korga
60/1€3Hb (0OCOBGEHHO MpPW BOBIEYEHUN MOYEK) XOPOLIO KOH-
TPOSIMPYETCS B TEYEHWE ANUTENbHOrO0 BpeMeHW. BonbHble
CKB eHWMWHbl MOryT MMeTb MNpPO6SiEMbl C COXPaHEeHUEM
6epeMeHHOCTH, YTO CBA3AHO IM60 C aKTUBHOCTbIO BGONE3HMU,
60 ¢ NpuHUMaembiMu nekapcteaMu. Kpome Toro, npu CKB
NOBbILLIAETCH PUCK BbIKMAbILA, MPEXAEBPEMEHHbLIX POAOB
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W PasBWUTUS BPOXKAEHHbIX aHOManui y pebeHKa, U3BECTHbIX
nog Ha3BaHWMEM HeOHaTaslbHOM KpacHOW BOSYaHKU. Cuu-
TaeTCs, YTO Y KEHLWMH C NMOBbIWEHHBIM COAEPIKAaHMEM aHTU-
Ten K ¢ochdonmnuaaMm MMeEETCH NMOBbIWEHHbIM PUCK NaTono-
rMn 6epeMeHHOCTH.

Cama 6epeMeHHOCTb MOXET YCWIUTb CUMMTOMbI WK
Bbl3BaTb 060cTpeHne CKB. B cBA3K ¢ 3TMM Habnwogatb BCEX
6epemMeHHbIX eHUmMH ¢ CKB aomKeH aKyllep-rMHEKOoNor,
3HaKOMbIN C NpueMamMmu BeeHnss 6epeMEHHOCTH C BbICOKUM
PUCKOM M TECHO COTPYAHMYAIOLWMI C PEBMATONOMOM.

Hanb6onee 6e3onacHbIMM MEeTOAaMM KOHTpaLenumMm ans
6onbHbIX CKB gBnsioTcs 6apbepHble MeToabl (npesepBa-
TMBbl U Avadparmbl), a TakxKe cnepmMuumibl. CUCTEMHbIE
KOHTpaLEenT1Bbl, COAepKallne TONbKO MPOrecTepoH, TaKkKe
npuemnembl. 3TO e OTHOCUTCH K HEKOTOPbIM BMAAM BHYTPH-
MaTo4YHbIX cnupanen. NMpoTnBo3avyaTtoyHble TabNeTKKU, cogep-
»Kalllme 3CTPoreH, cnocoOHbl yBENMYMBATb PUCK 06OCTPEHUM
y *eHwmnH ¢ CKB, xoTa nmMetoTcs HOBble CpeacTBa, KOTopble
MUHUMUSUPYIOT 3TOT PUCK.

AHTUOChONUNUAHbIE aHTUTENA

AHTUdOCHONMNUAHBIE aHTUTENa — 3TO ayToaHTuTena
NPOTUB COBCTBEHHbIX $0oCchHONMNNAOB OpraHn3ma (KoTopble
BXOASAT B COCTaB MeMOpaHbl KNETKU) unmn 6GenKkoB, KOTO-
pble cBa3biBalTCs ¢ dochonunuaamun. K yucny Hambonee
M3BECTHbIX OTHOCATCS AHTUKaPAMOJMMUHOBLIE aHTUTENa,
aHTUTENna NpoTUB MMKONPOTENHa B, U BONYAHOYHbIA aHTH-
KoarynsHrt. AHTudocPonmMnuaHble aHTUTENa BbIABASIOTCA
y 50% 60nbHbix CKB getein, HO NPUCYTCTBYIOT TaKXe Mpwu
HEKOTOPbIX APYrMX ayTOMMMYHHbIX 3a60/1eBaHNAX, pPasnuny-
HbIX MHPEKUMSX, a TaKKe Y HEGONbLIOro NpoLEeHTa AeTen 6e3
KaKOM-TM60 M3BECTHOM NaTONOMMU.

3TW aHTUTEeNa NOBbIWAKT CMNOCOBHOCTb KPOBU K CBep-
TbiIBaHWIO B KPOBEHOCHbIX COCyAax M aCCOLMMPYIOT C PSAOM
3abofieBaHW, B TOM 4ucne TPOMOGO30OM apTepun u/unu
BEH, @aHOMalbHO HU3KUM KOJIMYECTBOM TPOMOGOLMTOB B KPO-
BUW (TPOMOOLMTOMNEHUS), MUTPEHDBIO, 3MUNENCUEN U ceTHaTOM
MpPaMOpPHOM KOXen (ceTyaToe nmuBeno). Yacto TpomObl BO3-
HWKaIOT B MO3rY, 4TO MOXET MPUBECTU K MHCYNbTY. [pyrue
pacnpocTpaHeHHble MecTa 06pa30BaHUsA TPOMOOB — BEHbI
Ha Horax M Mnovyku. 3aboneBaHue, Npu KOTOPOM TpomM6O3
COMpPOBOXAAeTCs MOMOXUTENbHbIM TECTOM Ha aHTudocdo-
NMNUAHbIE aHTUTENa, MoAy4nno HasBaHwe «aHTudocdhonu-
MUAHbIA CUHOPOM».

AHTUDOCHONMNUAHBIE aHTUTENA OCOBGEHHO BaXKHbl MpH
6epeMEeHHOCTH, TaK KaK OHW OTpuLaTeNbHO CKa3blBaloT-
cf Ha GYHKUMOHMPOBaAHWK nnaueHTbl. TpoMObl, KOTopble
pasBMBalOTCA B MAaLEeHTapHbIX cocyaax, MOryT npuBe-
CTU K NpexAeBpeMEHHOMY BbIKMAbIWY (CaMOMNPOU3BOJib-
Hbli abopT), 3aMedsieHnio pocTa nnoda, Npeaknamrncum
(BbICOKOE apTepuanbHOe AaBneHne BO BpeMsa 6epemeH-
HOCTM) WU MEPTBOPOXKAEHMIO. Y HEKOTOPbIX MXEHLWWH C
aHTUOoCHONUNUAHBIMU aHTUTENaMU BO3MOXKHbI Mpobre-
Mbl C 3a4aTUEM.

BONbIWKWHCTBO AeTen C MONOKWUTENbHbIM Pe3y/bTaToM
TecTa Ha aHTUPOCHONUNUAHBIE aHTUTENA HUKOM4a He uMe-
0T TPpOM603a. B HacToslLee BpemMs NpoBOAATCSA UccneaoBa-
HUS C LeNblo onpeaennTb Hauaydwee npodunakTmyeckoe
fneyeHne gns TakuMx NauueHToB. [leTW C MONOXKWUTENbHbLIM
pe3ynbratoM TecTa Ha aHTudochonuMnuAaHble aHTuTena
M OCHOBHbIM @yTOMMMYHHbIM 3a60/seBaHMEM YacTo Mpu-
HMMAaOT HU3KME [03bl acnuMpuHa. ACNUMPUH OEUCTBYET Ha
TPOMGOLMUTLI, YMEHbLIAA UX afre3nBHble CBOMCTBA, U, cne-
[OBaTeNbHO, CHUXKAET CNOCOBHOCTb K CBEPTbIBAHUIO KPOBM.
OnTumManbHoOe BeAeHWe NOAPOCTKOB € aHTUOCHONMNUAHDI-
MU aHTUTENaMu BKOYAET TaKKe YCTpaHeHWe HEeKOTOpbIX

aKTOPOB pUCKa, TaKMX KaK KypeHue 1 NpuMeHeHne nepo-
panbHbIX KOHTPALENTUBOB.

B cnyyae yctaHoBneHus anarHosa aHTMGOCHONUNUAHOro
cuMHApoMa (y AeTen nocne TpomMb603a) NepBUYHOE SieYeHue
3aK/I0YaETCH B Pa3KMUKEHUN KPOBU. PasyKuKeHue KPoBH,
KaK npaBuo, JOCTUIraeTcs ¢ NOMOLLbO TaBNeTOK aHTUKoary-
naHTa (BapdapwuH). MpenapaT NpUHMMalOT eXXeAHEBHO, U AN
TOro, 4Tob6bl pa3)KMKEHUE KpPoBM BapPapuvHOM AOCTUrano
TpebyeMon cTeneHn, HeobXOoAMMbl PEeryasipHble aHanu3bl
KpoBMK. CyllecTBYeT TaKXe BO3MOMXHOCTb MOAKOXHOIO BBE-
[EeHUs renapvHa v npuem acnvpuHa. MpoaoKUTENbHOCTb
@HTUKOArynsiHTHOM Tepanuu B 3HAYUTENIbHOM CTEMEHU 3aBU-
CUT OT TSXEeCTH 3ab0/ieBaHUSA U COCTOSIHUS CBEPTbIBatoLEN
CUCTEMbI KPOBM.

HeHWMHbI ¢ aHTUPOCHONUMNAHBIMU aHTUTENAMM, KOTO-
pble UMEeT NMOBTOPHbIE BbIKUALILLIM, TAKXKe MOrYT nosy4atb
leyeHune, Ho He BapdapuHOM (MpuemM npenapaTta BO BpeMs
6epemMeHHOCTU Bbi3blBaeT pa3BUTME aHoManui y nnoaa).
ACNMPWH 1 renapuH UCMONb3YOTCS B SIe4eHUU 6epeMeHHbIX
YEHLMH C HannymeM aHTuPocPonunuaHbix aHTuTen. Bo Bpe-
M5t 6epEMEHHOCTHU renapmMH HEO6XOAUMO BBOAUTb €XXeOHEB-
HO MYTEM WMHBEKUMW MOA KOXY. MpU MCNOAb30BaHWU 3TUX
npenapatoB M HaW4YUK TWATENbHOIO KOHTPONS CO CTOPOHbI
aKyLIepoB-TMHEKONOroB ycnelwHoe 3aBeplieHne 6epemMeH-
HOCTU MOTYT UMETb A0 80% XKEHLLUMH.

HeoHaTanbHas Bon4YyaHKa

HeoHaTanbHas Bon4YaHKa — peaKkoe 3aboneBaHue MJo-
[a M HOBOPOX[EHHOro, KOTopoe pas3BMBaeTcs Moj BO3-
OEeNCTBMEM MOCTyNalolWmX Yepes nnaLeHTy cneunduyecknx
MaTEepPUHCKUX ayToaHTuTen. Cneumduyeckme aytoaHTuTena,
CBSi3aHHble C pa3BUTUEM HeOHaTallbHOM BONYaHKW, U3BECT-
Hbl KaK aHTUTena npotue Ro- n La-aHTUreHoB. 3Tu aHTUTENA
npucyTcTByOT Yy ~1/3 naumeHtoB ¢ CKB, HO BO MHOIMX Chy-
Yyasax y AeTen, POXKAEHHbIX MaTepblo C 3TUMMK aHTUTENaMM,
HeoHaTa/NlbHasg Bof4YaHKa oTcyTcTByeT. C Apyrov CTOPOHbI,
HeoHaTafbHas BOMlYaHKA MOXET NosBASTbCA B MOTOMCTBE
mMaTtepen, KoTopble He nmetoT CKB.

HeoHaTanbHasa Bon4yaHka otnnyaetrca oTr CKB. B 60nb-
WMHCTBE Cly4YaeB CUMNTOMbl HEOHaTaNbHON BOMYAHKK UCYe-
3al0T CMOHTaHHO B TeyeHne 3—6 Mec, He OCTaBnsa nocnej-
CcTBUIW. Hanbonee pacnpocTpaHEHHbIM CUMMNTOMOM SABNSET-
€S CbiMb, KOTOpas NosiBASETCS 4Yepe3 HECKONbKO AHEeN unu
Hedenb Mocne pPoXKAeHus, 0COBEHHO BCNeAcTBME BO3aen-
cTBUS conHua. Cbinb MpY HeoHaTaNbHOM BOMYAHKE HOCUT
BPEMEHHbIN XapaKTep U 06bI4HO NMPOXOAMUT, HE OCTaBNAa pPyo-
LoB. BTOpbIM N0 pacnpocTpaHeHHOCTU CUMMNTOMOM SBASIETCS
M3MEHEHWE MoKasaTenewn aHanm3a KpOBM, KOTOPOE peako
HOCUT Cepbe3HbIf XapaKTep W, KaK npaBwio, NpoxoauT B
TeYeHWe HECKONbKMX Heaenb 6e3 eYeHus.

O4yeHb peaKko MOXKET pa3BUTbCS 0OCOObIM TUM aHOMa-
MM puUTMa cepaua, U3BECTHbIM KaK BpoXAeHHas 610Kada
cepaua. MNpu BpoxkaeHHOW 6n10Kaje cepala pebeHoK nmeet
aHOMasIbHO 3aMeAJIeHHbIN Nynbc. ITO HapyweHue ABAseTcs
MOCTOSIHHBLIM W 4aCTO MOXET 6blTb AMArHOCTMPOBAHO MeXay
15-1 1 25-1 Hep 6EPEMEHHOCTU C MOMOLLbIO YNbTPa3BYKOBO-
ro uccnegoBaHus cepaua nnoga. B HEKOTOPLIX cnydasx BO3-
MOXHO fleyeHue aTon 6ones3Hn y byayuwiero pebeHka. Mocne
POXAEHMS MHOrMe AeTu C BPOXAEHHOM 6noKagon cepaua
Hy)KAaloTCs B MOCTAHOBKE Kapauoctumynatopa. B cnydae
€C/n y MaTepu yxe ecTb pebeHOK C BPOXKAeHHOW 6/10Kaaomn
cepaua, TO pUCK UMETb crneaylowero pebeHka ¢ Takow e
npo6nemon coctaBnsaet ~10-15%.

[eTn ¢ HeoHaTanbHOM BOMYAHKOM pacTyT U pa3BMBatoTCA
HOpMasbHO. Y HUX nMeeTcs HebobLLIOoW WaHc pa3Butua CKB
B Ja/ibHENLIEN KUSHMU.
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B 0630pe rnpoaHaan3upoBaHa poJib XpOHUYECKMX BOCMaINTEIbHbIX 3a60/1€BaHUI B UHAYKUMY 3HAOTEIMa bHON ANCOYHKLMN
KaK ¢aKTopa aKkcenepalmnm atepoCKIepOTUHECKNX NBMEHEHUI B CepAEYHO-cocyamncTon cucteme. Obey»KaaeTcss 3HaqYeHue
HeWMHBa3UBHbLIX METOAOB OLEHKM AMCQOYHKLUMM IHAOTENUS A5l BbISBIEHUS JOKIMHUYECKUX aTepOCKIEPOTUHECKUX M3Me-
HEHUN y AeTer U MoAPOCTKOB C peEBMAaTUYECKUMMN 3aboseBaHnsaIMU. TOCTyIMpyeTcs, YTO BbISIBJEHME PaHHUX MNPU3HAKOB
SHAOTENNAbHON AUCHYHKLUMM Y AETEN M NOAPOCTKOB C PEBMATUYECKUMM 3a60/1€BaHUAMN HApPSsAy C TPaAULMOHHbBIMAU QaKTo-
pamMu pucKa [J0/IXKHO CTaTb COCTaBHOM 4YacTbio cTpaternm npopuiakTMKn Heb1aronpUsiTHbIX cepaeqdHo-CcoCyAUCTbIX COObITUM
B nocsieyroLme Bo3pacTHbIe Nepuoasbl.

Knro4yeBble cnoBa: 4€TH, OBEHUIIbHbIN MAMONATUMECKUI apTPUT, SHAOTEIMAIbHAs! AMCOYHKLMS, aTEPOCKIEPO03, HEMHBa3UB-
Hble MeToAbl UCCe0BaHMSI.

(Ansa umtnpoBaHusi: Mapuyk B.J1., Co6oTtiok H.B., BoyaHueB C.B. PeBmaTuyecknme 3aboneBaHUs U 3HAOTENMasNbHas

dyHKUMSA. Boripockl coBpemeHHow negnatpun. 2018; 17 (2): 126-132. doi: 10.15690/vsp.v17i2.1878)

BBEAEHMUE

CeppaeyHo-cocyancTble 3aboneBaHus (CC3) ocratoTes
camMon pacnpocTpaHeHHOW MPUYMHOM CMEPTU HaCEeNeHus
BO BCceM Mupe. o oueHKke BcemumpHom opraHmnsaumm 3apa-
BooxpaHeHus (BO3), exerogHo ot CC3 ymupaeT 6ofblue
nogen, yem ot nbon Apyron npuyumHbl [1]. Mo AaHHbIM
uccneposanus Global Burden of Disease (2013 r.), CC3
OblM NprUyYnHON 17,3 MNH cMepTen No Bcemy Mupy. B ctpa-
Hax EBponbl B aTOM e rogy Ha fonto CC3 npuxoaunocb
31,5% Bcex cny4aeB CMepTH, 4YTo 6osiee 4eM B [Ba pasa
Bbllle A0/N Cly4aeB CMEPTU OT 3/10KA4YEeCTBEHHbIX HOBOOG-
pasoBaHuit [2]. C ceHTa6pa 2016 r. no nHuuymatuee BO3,
ofo6peHHon leHepanbHon Accamb6neen OOH, npoBoanTCs
nporpamma Global Hearts [3], koTopasa npeagycmaTpuBaet
npeogonexHue rnodanbHon yrposdbl CC3 nytemM ux npo-
OUIAaKTUKM CO CHWMXXEeHMeM OpeMeHu (GaKTopOoB pPUCKa,
pa3paboTKu 3PDEKTUBHbBIX U SKOHOMUYECKM Liesiecoobpas-
HbIX METOA0B NIeYEHMS, INUAEMMNONOTMYECKOTO MOHUTOPUH-
ra. Npegnonaraercs, 4To BHeapeHwe nporpammbl Global
Hearts nossonut K 2030 I. CHW3UTb MpPEXAEBPEMEHHYIO
cmepTHOCTL oT CC3 Ha 1/3.

XPOHUYECKOE BOCIMAJIEHUE KAK NMPUYUHA

CEPAEYHO-COCYAUCTbIX 3AE0JIEBAHUM

CemenHaa arperauua CC3, aucnunuagemus, runep-
TOHUS M AMABET, a TaKXKe OXWUPEHUE, MaNOMOABUKHbLIN
06pas XW3HU U KypeHue TabaKa ABASIOTCH 3HAYMMbIMU
daKTopaMKn pUCKa pa3BUTUA aTepocKiepo3a W CBA3aH-
HOMO C HMM MOBbIWEHNS YaCTOTbl CEPAEYHO-COCYAUCTbIX
COGbITUM M YPOBHSA CMEPTHOCTU. 3HAYMMOCTb 3TUX aKTo-
poB y6eanTenbHO NoaTBepaeHa B 60/bLLIOM KONMYecTBe
NonynauMOHHbIX UccnenosaHui [4, 5]. B ogHom 13 nocneg-
HUX MeTaaHalu30B MNpPoAeMOHCTpupoBaHo 50% npeBbl-
LEHWE PUCKA KapANOBACKYNSPHOM CMEPTHOCTHU Y GOMbHbIX
peBMaTtonaHbiM apTPUTOM (CTaHAApPTU30BaHHbLIM OTHO-
cuUTeNbHbIM pUCK cocTaBun 1,5; 95% poBepuUTENbHbIN
nHTepsan 1,39-1,61) [6]. Takon TpeHA He MOXeT ObiTb
06GbSICHEH PACMPOCTPAHEHHOCTbIO NULb TPaAULIMOHHbIX
daKTopoB pucka [7, 8].

Y nauMeHToB C peBMaTOMAHbIM apTPMUTOM pas3BuUTUE
aTepoCKIeposa Wb YacTUYHO OBYCIOBNEHO YBEIMYEHH-
€M pacnpoCTPaHEeHHOCTU TPaAULIMOHHbIX GaKTOPOB pUCKa
CC3, BKOYasa KypeHue, caxapHbli AMabeT, rMnepToHULO
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[9, 10]. JononHuTenbHbIMM HeBGNaronpuaTHbiIMKU GakTopa-
MU AN 6OSIbHbIX PEBMaTonAHbIM apTPUTOM MOryT OblTb
HexenarteNbHble 3pdEKTbI WMPOKO MCMNONb3yEMbIX fieKap-
CTBEHHbIX NpenapaTtos [11, 12]. Kpome Toro, noka3aHo, 4To
XPOHWYECKoe BOCManeHne ycunuBaeT HebnaronpusTHoe
BO34eNCTBUE TPaAAMLMOHHBIX GaKTOPOB PUCKa Ha COCYAM-
cTyto cuctemy [13]. MeTaaHanu3 KOropTHbIX UccnegoBa-
HUIA WU UCCNeAoBaHUM «Cny4yan-KOHTpOb» (6onee 40 ThbiC.
nauneHToB) NOKa3an yBeNMYEHNE PUCKA HACTyNeHns cep-
[1e4HO-COCYAUCTbIX COObITUI, BKIOYaAs MHGaPKT MUOKapaa,
LLepebpoBacKyNapHbIE HAPYLIEHUS U 3aCTOMHYIO CEPAEYHYIO
HeAoCTaToO4YHOCTb, NpuMepHO Ha 50% y 60JbHbIX peBMa-
ToMAHbIM apTputoMm [14]. BmecTe C¢ TeM MNoKa3aHo, 4To
MWHUManbHas akTMBHOCTb 60/E€3HM B CPaBHEHWUU C BbICO-
KOW aKTMBHOCTbIO COMpPSAXKEHa C CyLleCTBEHHO 6onee HU3-
KMM PWUCKOM HaCTYyMJeHUs cepaeyvHO-COoCyaUCTbIX COObITUM
[15]. Bonee HU3KKK PUCK CEPAEYHO-COCYAMUCTbIX COObLITUM
y NaUMEHTOB C PEBMATOUAHbLIM apTPUTOM HabngaeTca npm
paHHern MMMYHOCYNPEeCCUBHOM Tepanuun (MeToTpeKcaToMm,
MHrM6MTOpaMn daKTopa HEeKpo3a OMNyxonu «), YTO TaKkKe
NOATBEPXKAAET POSib BOCMNANEHUs B WX WHUUMauuK [16].
B page vccnenoBaHW MOKa3aHO, YTO MEPCUCTUPYIOLLMM
BOCMaNUTENbHbIA MNpoLecc Npu PeBMATOWIHOM apTpute
ABNSETCA OCHOBHbLIM [IpalBEpPOM paHHEro pa3BuTUS aTepo-
CKJlIepo3a 1 ero ocnoxHeHun [17, 18]. bonee ToOro, peBma-
TOMAHBIN apTPWUT NpeanaraeTcs paccMaTpuMBaTb Kak Hesa-
BMCUMbIN aKTOp cepaeyvyHO-COCYAUCTOr0 PUCKa HapaBHe
¢ anabetom BTOpOro Tuna [19, 20].

MccnegoBateny NpuWAn K BbIBOAY, YTO XPOHWYECKME
BOCManuTenbHble 3a60feBaHns acCOLMMPYIOTCH C YCKO-
pPEHHbIM pas3BUTMEM aTepockiepos3a [21], BO3HMKaOWMUM
Y€ Ha paHHMX 3Tanax naTonorMyeckoro npouecca. 310
06CTOATENBLCTBO OMNpeaenser Mnocneayowmin pocT 4acToThl
U3HEYrpoXaloLmx cepaeyHo-CoCyaAUCTbIX COObITUM [22].
JddeKTMBHAA MeaAMKaMEHTO3Hasa peabunutauus nauueH-
TOB C XPOHWYECKMMW BOCMaNMUTENbHbIMWU 3ab60seBaHUAMMU
MOXET ABUTbCA OAHUM U3 BaXKHENLLUMX MEPOMPUATUI MO CHU-
KEHUIO BbIPAXKEHHOCTU aTepPOCKIEPOTUHECKUX UBMEHEHUW
B COCYAMCTON CUCTEME M YMEHbLIEHWIO YNCNa HebGnaronpuaT-
HbIX COCYAMUCTbIX COObITUI. B aTOM ybexaaeT NpoCneKTMBHOE
HabnoaeHne 813 NaLMEHTOB C pPeBMaTOUAHbIM apTPUTOM
M TaKOro e Konu4yecTtBa vy, 6€e3 Hero (cpeaHui Bo3pacT
56 neT) n aHanuM3 4ucna netanbHbiX UcxogoB ot CC3 [23].
ABTOpbI Mokazanu, 4to ¢ 2000 no 2007 r. netanbHOCTb
oT CC3 npu peBMaTonaHOM apTpuTe Gblna HUXKE B CpaBHe-
HUKM ¢ nepmogoM 1990-1999 rr. [0 UX MHEHWIO, CHUXKE-
HME CMEPTHOCTU CBA3AHO C YNYYLIEHWEM CXEM MEAMLMH-
CKOW peabunutaummn 60/bHbIX PEBMATOMAHLIM apTPUTOM.
K Takomy e BbIBOAY NpULLINM uccnegosatent bocToHCKoM
MeauumHcKkon wkonbl (CLUA) [24]. Y naumeHToB ¢ peBmaTo-
WAHBIM apTPMTOM, MOMyYaBLUMX Tepanuio reHHO-UHXKeHep-
HbIMW OMONOrMYECKMMU NpenapataMn, CHUKEHME pUCKa
CepAeYHO-COCYAUCTbIX COGbLITUI COMPOBOXAANOCh Gnaro-
NPUSATHON AMHAMWKON M3MEHEHMIW NUMUAHOMO cnekTpa [25],
NONOXWUTENBHON AMHAMWUKOM NMPU3HAKOB CTPYKTYPHbIX U3Me-
HEHWI COCYAOB, BbIIBNEHHbIX HEWHBA3UBHbLIMW METOAAMM
[26]. Mpu3HaBasa BKIa4 XPOHWMYECKOro BOCMNANWUTENbHOIO
npoLecca B YCKOPEHWE pPa3BUTUSA aTePOCK/IEPOTUYECKMUX
M3MEHEHUIN B cocydax, uccneaoBaTeny crnpaBemMBO Moa-
YepPKMUBALOT, YTO NPU NNAHUPOBAHUKU Tepanuu u peabunuta-
UMW NaLMEHTOB C XPOHWYECKUMMK BOCMNaNUTENbHbIMU 3a60ne-
BaHWAMM He cnegyeT POKyCHpoBaTbCA NULWb Ha BOCNaneHuu.
B Komnnekce neye6bHO-NPOGUNAKTUYECKUX MEPOMNPUATUI
HEeo6X0AMMO y4uTbiBaTb OAMHAKOBO BaXHbl€ U MOTEHUMaNb-
HO 06paTMMble TPaAMLMOHHbIE GaKTopbl pUcKa [27].

UCTOKU ATEPOCKJIEPO3A — B IETCTBE

Mpu3HaHne ponn GakTopoB pucka (Moauduumpye-
MbIX U HeMoaMdULMPYEMbIX) B Pa3BUTUM aTepocKieposa
BO B3pocnon nonynsaumm npueeno B 70-x rogax npowsaoro
CTONETUSA K MOHUMAaHWIO TOro, YTO aTepoCKNEepo3 — 3TO
pacTaHyToe No BpeMeHu 3aboneBaHune, UCTOKM KOTOPOro
cneflyeT MckaTb B AETCKOM BoO3pacTe, a NpoduiakTuka,
cnefoBaTenbHO, AO/MKHA OCYLLECTBNATLCA C AeTcTBa [28].
B psige mnccnegoBaHmi [29-31] 66110 NPOAEMOHCTPUPO-
BaHO HanM4yue aTepoCKNIepOTUYECKMX BASWEK B KOPOHap-
HbIX apTepusax y AeTer M mMonoAbix ntofen. AyTOoncUrHble
nccneaoBaHUs COCYAMCTOM CUCTEMbl MPaKTUMYEeCcKu 3[0-
pPOBbIX AeTer M MONOAbIX NtoAen, Normélnx B Bo3pacTe
oT 2 0o 39 NeT OT BHELWHMX NPUYMH, MOKa3anu, YTo OT/IMYU-
TenbHble MPU3HAKW aTepockiepo3a (MMKPOCKOMUYEeCKue
NUNKUAHbIE OTNIOXKEHUSA U BOCNaNUTEbHbIE PEaKLUKN) BbISIB-
NA0TCA B MHTUME apTepuin JeTeN, a XXUPOBbIE MPOXKUIKM
N GU6po3Hble OGNSALWKM BWOHbI B aOpT€ WU KOPOHAPHbIX
apTepusax 60nbWKHCTBA NOAPOCTKOB. Bce aTo cBmaeTenb-
cTByeT 06 aTepocK/iepo3e KaK O MaTo/IorM4yeckoM npo-
Lecce, HayuMHalolemcs B paHHeM Bo3pacte. Hanuuune
TaKMX UBMEHEHUIN B aOPTE U KOPOHAPHbIX apTepUsX y AeTen
onpegenser Heb6nAaronpuATHbIA MPOrHO3 OTHOCUTENBHO
pucKa pa3sutua CC3 B nocneayolime BoO3pacTHble nepu-
oabl [32]. B uccnepoBaHun Bogalusa Heart Study noka-
3aHO, YTO KOPOHAapHbIE U aopTasibHble XMPOBbIE MOJOCKM
y 35 BCKpbITbIX MOSOAbIX CYyObEKTOB (CpedHuMin BO3pacT
18 neT), NOrnéwux OT BHELWHWUX MPUYUH, MNONOXKUTENb-
HO acCOLMMPOBaNUCb C XONEeCTEPUHOM SIMMOMNPOTEUHOB
HM3KOM NIOTHOCTU, oNpeaensemMbiM NpU XM3HU, a C xone-
CTEPMHOM NIMNOMPOTEMHOB BbICOKOW MJIOTHOCTM Mpocse-
uBanacb obpaTHasa Koppensauus [33]. Takue ke pesynb-
TaTbl nonyvyeHbl B uccnegosaHun PDAY (Pathobiological
Determinants of Atherosclerosis in Youth) [32] npu u3sy4e-
HMWM MaTepuanosB aytoncuu nuy B Bo3pacTe 15-34 net
C OLEHKOW MOPGHONOrMYECKUX AAHHbBIX U UMEBLLMXCS NPU-
YU3HEHHbIX NabopaToOpHbIX UCCcneaoBaHWM. ABTOPbI NpULL-
M K BbIBOAY, YTO HanuMyne ob6uienpu3HaHHbIX GaKTOpoB
pUCKa aTepocKiepo3a y AeTen M NOAPOCTKOB onpeaenser
nporpeccupylollee TeyeHme 3aboneBaHnsa B nocneayoume
BO3pacTHble nepuoabl. HanpoTus, HU3KUI cepaeyHO-CoCy-
AWCTbIM PUCK B MOAPOCTKOBOM M OHOLWECKOM BO3pacTte
accoumMmnpyer C MWHUMaNbHbIMWU MPOSIBNEHUSIMU aTepo-
CKNepo3a B CTapluMx BO3pacTHbIX rpynnax [34—36].

Ponb TpagMuUMOHHbBIX GaKTOPOB pUCKa (AUCAUNUAEMUS,
NOBbILLEHHOE apTepuabHOE JaBNEHUE, OXKUPEHUE, KypeHHe
TabaKa 1 ap.) y AeTel M NOAPOCTKOB B pa3BUTUM aTepoCKie-
po3a M CBSA3A@HHbIM C HUMW pa3BUTMEM HeONaronpUATHbIX
cepaeyvyHo-coCyancCTbiXx COObITUM B MocneaylolmMx Bo3pacT-
HbIX nepuoaax yb6eauTenbHO [JOKYMEHTMpoBaHa paboTamu
nccnegoBaTtenen, y4acTHUKOB MEXAYHapOAHOro KOHCOp-
unyma i3C (The International Childhood Cardiovascular
Cohort Consortium) [37]. KoHcopunym o6beanHWn aaHHble
NATU KOFOPTHbIX MCCNeAoBaHMM C yd4acTMeEM [OeTew, npose-
feHHbix B CLUA (Bogalusa Heart Study; Muscatine Study;
National Heart, Lung, and Blood Institute Growth and Health
Study; National Heart, Lung, and Blood Institute Princeton
Lipid Research Clinics Study/Princeton Follow-up Study;
Minneapolis Children's Studies), ogHoro wuccneaoBaHus
13 duHnanamu (Young Finns Study) u ogHoro na Asctpanuu
(Childhood Determinants of Adult Health Study). Bo Bcex
NepeYnCNeHHbIX CCNefoBaHNaX OLEHNBaNach Pojlb OCHOB-
HbIX QaKTOPOB pPUCKa CEepaevHO-COCYAUCTbIX 3aboneBaHun
¢ pgetctBa. K HacTosdlwemy BpeMeHW 4acTb NuL, Haxoas-
WwmMxca noj HabnwogHuem, JOCTUIa MNATOro AecaTuneTus
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WUBHK*, [AnTenbHOe oTcnexuBaHue 60MblION MeXKayHa-
POAHOW KOTrOpTbl AETEN NO3BONUIIO UCCNeLOBaTENAM NPUNATH
K Ba)XHOMY 151 NPaKTUKK BbIBOAY: paHHee BbiiBieHWe daK-
TOPOB PUCKa pPas3BUTUSA aTepocKiepo3a, OCOBEHHO MOAM-
duumpyembix, U nposeaeHne ne4yebHO-NPObGUNAKTUYECKUX
MEPONPUATUIA 3HAYUTENIbHO CHUXKAIOT U Aake YCTpaHsaioT
OMNacHOCTb BO3HWKHOBEHMS 3aboneBaHusa. 310 yb6eauTenb-
HO MNPOAEMOHCTPUPOBAHO [ANUTENIbHbIM MPOCMEKTUBHbBIM
nccnegoBaHWeEM KoropTel aeten (n = 4210, cpeaHuin Cpok
Habnoaernsa 23 roga), MMeEBLLUMX NOBbILEHHOE apTepuanb-
Hoe paBneHue [38]. NpoBeaeHne nccnegoBaHu No nayde-
HUIO QYHKLUMKW/OUCHYHKLMN IHAOTENNUS ONpenennio HOBYIO
napaguMrmMy MexaHU3MOB peanundaunu HebaronpuUsaTHbIX
ceplevyHo-CoCyANUCTbIX COObITUIA NPU HaMYnUK pa3Hoobpas-
HbIX GaKTOPOB pUCKa.

SHAOTE/IUA/NIbHASA AUCOYHKLIUA

U ATEPOCKJIEPO3

B 70-80-x rogax npoLunoro CTofieTus B psiie uccneaoBa-
HUM [39-41] 6bl10 NOKa3aHo, YTO 3HAOTENMASIbHbIE KINETKM
cuHTe3npytoT okena azota (NO), KOTOpbIM CHUXKaEeT TOHYC
rNagKOMbILWEYHbIX KNEeTOK COCyAOB M TEM CaMWM Cnoco6-
CcTByeT Basogunartaumu. 3a umMka paboT No MccregoBaHUio
ponn NO KaK CuUrHanbHOM MONEKy/bl CEPAEYHO-COCYANCTOM
cuctembl R. Furchgott, L. Ignarro n F. Murad B 1998 1. 6binu
yaocToeHbl Ho6eneBCcKoW npemMun B 06sactm Gu3nonorum
M MeauuMHbl. C 3TUM OTKPbITUEM CBSA3aH CYLECTBEHHbIN
nporpecc B 061aCTU COCYAMCTbIX UCCNeaoBaHUM U, B 4YacT-
HOCTH, B BbISCHEHUWN MEXaHWU3MOB Pa3BUTUS aTEPOCKNEPOTH-
4YeCKMX M3MEHEHUI B cocyaax. B mpakTuKy uccnepoBatenen
NPULLNO MOHATUE 3HAOTENWanbHOM AMCOYHKLMM — naTono-
FMYECKOro COCTOSIHMSA, XapaKTepuaylolerocs ancbanaHcoMm
MeXay Ba3oannaTvpyoWwmMMmn, aHTUMUTOrEHHbIMW, aHTUTPOM-
60TUYECKUMU CYOCTaHLMAMKU IHOOTENMNANBHOIO MPOUCXOXK-
[IEHNS U CYO6CTaHLMSAMMU C BA30KOHCTPUKTOPHbIMU, MPOTPOM-
60TUYECKUMU, NponndepaTBHbIMK cBOWCTBamMK [42, 43].
C coBpeMEHHbIX NO31LMI, NoA IHAOTENNANBHON ANCHYHKLIN-
€l NMOHMMAIOT CABUI OYHKUMKW 3HOOTENUS B CTOPOHY YMEHb-
WeHUs Basoaunataumu, HapacTaHus MPOBOCMANUTENBHOMO
COCTOSIHUSI U MPOTPOMOOTUYECKUX CBOWCTB aHAoTenus [44].

Monekyna NO cnocobHa CTMMYNMpOBaTb penakcaluto
rnagKoOMbILEYHbIX BONOKOH [45], MHTMGMpOBaTL arperaumio
TpoMb6oumnTOB [46], aare3vio NeVKOUMTOB K aHAOTeNnasb-
HbIM KNeTKam [47] n obecneynBaTb COxpaHeHue byHK-
UMK 3HAOTEeNMaNbHbIX KIETOK-NpealecTBeHHMKoB [48].
CHuxkeHne ypoBHa NO HapyllaeT COCyAWCTbIM roMeocTas,
BEOET K pas3BuUTUIO runepTeH3uun [49], nosBneHuto aTepo-
CKNEPOTHUYECKMX M TPOMOBOTUYECKMX U3MEHEHUN B cocydax
M CBSI3aHHbIX C 3TUM HeGNaronpusaTHbLIX cepae4yHO-Cocyau-
CTbIX cO6bITMM [50]. YcTaHOBNEHO, YTO HapyLleHWe MybTUMNO-
TEHTHOM QYHKLUMM 3HAOTENMS HabaaeTCs HE TOMIbKO Y KL,
UMeIoLWNX TpagnumMoHHble dakTopbl pucka CC3. MNokasaHo,
4YTO XPOHWUYECKUE BOCNaNUTENbHbIE 3a60N1E€BAHUA U UMMYH-
Hble MexaHM3Mbl Pa3BUTUSA aTepPOCKIepo3a OnocpeaoBa-
Hbl PAAOM O6WMX BOCNaAUTENbHbIX AeTepMUHaHT [51, 52].
o mHeHuto P. Bonetti u coaBT. [53], aHAOTeNWanbHbIn cTaTyC
MOXHO paccmaTpuMBaTb KaK «MHTErpasbHbl MOKasaTelb
BCEX aTePOreHHbIX U aTeponpoTEKTUBHbIX GaKTOPOB».

B HacToslee Bpems posb TPaAULMOHHbIX GaKTOPOB pPUCKa
CC3 (apTepuanbHasa runepTeH3uns, runepamnuaeMums, oxupe-
HWE, UHCYNTMHOPE3NCTEHTHOCTb, CaxapHbl AMABET, KypeHue)
paccMmaTpuBaeTcs € MO3ULMKU AUCOYHKLMM SHAOTENUS, MpU
KOTOPOM MMEET MECTO CABWI B CTOPOHY YMEHblUEHUS Ba30-

aunataumu, HapacTaHus MpPOBOCMANMUTENbHOIO COCTOSIHUS U
NPOTPOMOOTUYECKMX CBOWCTB 3aHaoTenusa [44]. CUcTeMHbIn
XapaKTep aHAoTeNManbHon AMCOYHKLMM NOATBEPXKAEH NOSO-
WUTENbHON AMHAMMUKON PYHKLMKW 3HAOTENNSA B OTBET Ha Npu-
MeHeHue CcTaTMHOB [54], HIMBUTOPOB aHMMOTEH3MHNPEBPA-
warowmux depmeHToB [55], aHTUOKCHMAAHTHOW Tepanun [56]
W ynyylweHnem brU3n4ecKom akTMBHOCTM NaumneHToB [57].

MccnegoBatensamun ycTaHOBNEHO, YTO BOCMaNeHUe U 3H-
foTenvanbHas AUCHYHKUMA ABNSIOTCA KIOYEBbIMU MeXa-
HU3MaMu B NaToreHese atepoCcKieposa Npu peBMaTUyeCcKmx
3aboneBaHusax [58]. BbifBNEeHbl CXOXME UMMYHHbIE Mexa-
HU3Mbl PAa3BUTUS aTEPOCKIEPO3a Y UL, MMEIOLLMX TPaaULIK-
OHHble dpaKTopbl pucka CC3, 1 Yy NAaLMEHTOB C XPOHUYECKUMU
BocnanutenbHbiMK 3a6oneBaHusamu [49]. ChopmupoBanach
KOHLLENUMS, YTO XPOHWMYECKUM BoOCNanuTenbHbIM Mpouecc
BHOCUT 3HaA4YuTENbHbIA BKNa4 B pa3BUTUE PaHHUX NpU3Ha-
KOB aTepocKepo3a. 3Ta KoHUEeNuMa 6a3npyeTtcst Ha pesyib-
TaTax 60/1blUMX KOrOPTHbIX MCCEA0BaHWIM NaLMEHTOB C PEB-
MaToOMAHbIM apTpuToM. CUCTEMHOE BOCManeHue ycunuMBaeT
n ycKopsieT GopMUpOBaHUE aTEPOCKIEPOTUHECKUX U3MEHE-
HWW B cocydax [59], 04HaKO MexaHU3Mbl TaKUX U3MEHEHUNH
OoCTaloTCs MPeAMETOM HayyHbIX AMcKyccuih. OaHU uccnepo-
BaTeNM MosaratoT, 4TO TakoM 3bGdEKT BOCMaNeHUs MOXKET
ObITb 06ycnoB/iieH 60nee BbICOKOM PacnpoCcTpaHeHHOCTbIO
W BbIPaXEHHOCTbIO cpean 60/bHbIX PEBMATOMAHLIM apTpu-
TOM Kiaccuyeckmx daktopos pucka CC3, Takux Kak aucnu-
nuaemus [60], oxxnperue [61], HegocTaTovHas Gpu3nyeckas
aKTUBHOCTb [62] M pa3BWTME MeTabolMYEeCKOro cuHapoma
[63]. Mo MHeHuto apyrux uccnepgosatenen [64], yckopeHue
pa3BUTUS aTepOCKepo3a ABASETCS CNeACTBMEM CIOXKHOMO
B3aMMOAENCTBUS MEXKIY CMCTEMHbLIM BOCMaNEHMEM, XapaK-
TEPHbIM AN peBMaTOMAHOro apTputa, dakrtopamMu puUcKa
CepAeyHO-COCYAUCTbIX 3aboneBaHu U HapylweHuem 3HLO-
TennanbHoOn GYHKLMM cocyaoB. 3a nepnoa npocneKTMBHOIro
HabnoaeHns (B cpeaHeM 5,8 rofa; cTaHAapTHOE OTK/IOHEeHHe
4,4 ropa) 60MblIOVM MEXAyHapOAHOW rpynnbl NaLUEHTOB
C peBMaToUAHbIM apTpuToM (N = 5638) 6e3 npeaLecTByto-
wmx CC3 y 389 naumeHToB (148 MyX4YMH M 241 XeHLWMUHbI)
OblNM AMarHOCTMPOBaHbl CEPAEYHO-COCYANCTble 3abonesa-
HUS, M3 HUx 35 yenosek ymepnn ot CC3 mn 147 ot uepe-
OpOBaCKyNsipHbIX COObITUN. B o6uen cnoxHoctn 70% cny-
YaeB CepaevHOo-CoCyAUCTbIX 3aboneBaHUin Oblv CBA3aHbI
co Bcemu dakTtopammn pucka CC3, BKIOYas peBMaToMHbIN
apTpuT. Bmecte ¢ TeM y 30% nauneHTOB pa3BuTUE cepaes-
HO-COCYAMCTbIX 3a60/IeBaHU CBA3bIBANOCh C 0COOEHHOCTS-
MW KJIMHUYECKOrO TeYeHUs peBmaToMaHoro aptpurta [65].
Ponb XpoHMYeCcKoro BocnaneHns B pa3BUTUM U YCKOPEHUM
pa3BUTUS paHHMX NPU3HAKOB aTepoCKiepo3a Yy B3POC/I0ro
HaceneHusa Npu pPasnyHbIX XPOHUYECKMX BOCMANUTENbHbIX
3aboneBaHusx, B TOM 4YUCne NpyU PEBMATOMOHOM apTpuTe,
[OCTaTO4YHO XOPOLWO AOKYMEHTUpPOBaHa WCCNefoBaHUSMMU
nocnegHux net [66, 67].

Bospgencterme npoBocnanuTeNbHbix Monekyn (C-peak-
TUBHbIW 6eN0K, GaKTOp HEKPO3a ONYXOn o, MHTEPNENKUHbI 6
M 1) Ha 3HOOTENIMN COMNPOBOXKAAETCH YMEHbLUEHWMEM CUHTE-
3a NO v pa3BuTMEM AUCOYHKLMM IHLOTENNANBHBIX KNETOK.
Kpome Toro, npoBocnanuTenbHble MONEKY/bl YCUIMBALIOT 3HA-
4YUMOCTb TPaAMLMOHHBIX GaKTopoB pucka [68]. B page pabot
NMoKas3aHo, 4YTO y MaLMEeHTOB C PEBMATOMIHbLIM apTPWUTOM
B [IBa pa3a Bbllle PUCK MHbapKTa MMOKapaa, a 10-netHum
PUCK CcepaeYvYHO-COCYyAUCTbIX 3aboneBaHui Ha 60% Bbllwe,
4YeM y HaceneHus B LLeNIOM, 4TO CBS3aHO C 3HAOTENMaNbHON
AMCOYHKLMEN 1 aKcenepaLmen aTepoCcKNepoTUYECKUX U3Me-

*  C nybnuKauusaMu NocneHero AecaTuneTus MOXHO NO3HaKOMKUTLCA Ha cawTe: http://www.i3cconsortium.org



HeHun [69]. UHTEeHCMBHasA Tepanusa peBMaTtoOMAHOro apTpu-
Ta C UCMNONb30BAHUEM TEHHO-UHXKEHEPHbIX BUONOrMYECKMX
npenapatoB CHUXaAeT PUCK CepaevyHO-COCYAUCTbIX COObITUN
[70, 71], yTo noaTBepKAaeTcs 6AAronpPUATHON AUHAMMKOM
CTPYKTYPHO-OYHKLMOHANbHbIX XapaKTEPUCTHUK COCYAUCTOro pyc-
Na (YMeHbLUEeHWEM TOJLLMHbI MHTUMa-Meana COHHbIX apTepui)
W NapaMeTpoB XECTKOCTU COCYAMCTON CTEHKU — MHCTPYMEH-
TaNlbHbIX NPWU3HAKOB 3HAOTENMANbHON ANCDYHKUMK [72, 7 3].

IOBEHW/IbHbIA U AUONATUYECKUIA APTPUT

U PUCK CYBKJ/IMHUYECKOIO ATEPOCKIJIEPO3A

Mo MHeHWIO uccnegoBaTenen, COBPEMEHHbIM TPEH] yBe-
JIMYEHNS CMEPTHOCTH OT CEPAEYHO-COCYANCTbIX 3a60/1eBaHMM
Yy MONoAblIX B3POCAbIX C pPeBMaTUYECKMMM 3aboneBaHUsMU
06YCNOBNEH YCKOPEHHbLIM Pa3BUTUEM aTEPOCKIEPOTUHECKMX
M3MEHEHUIN B cocyaax, CYOKIIMHMYECKME MPUBHAKKU KOTOPbIX
oTMeyvaloTcsl ye B AEeTCKOM Bo3pacTe [74]. Kak naBecTHo,
IOBEHUIIbHBIV ManMonaTuyeckun aptput (FOWA), HadyMHaach B
[ETCKOM BO3pacTe, OT/IMYAETCS HEMPEPBLIBHbIM WX pPeLmau-
BUPYIOLMM TEYEHMEM M NMPOAOIKAETCS B NOCieayolume Bo3-
pacTHble nepuogbl [75, 76]. 3aKOHOMEPHO MNPEeanoNOoXUTb,
yto HOWA, nogo6HO peBMaTOMAHOMY apTpUTy, aBaseTca dak-
TOPOM PUCKa PasBUTUS PaHHWUX CYOKIMHUYECKUX NPU3HAKOB
atepocKnepo3sa [77]. Mo mHeHuto E. Coulson u coaBT. [78],
BE/IMYMHA PUCKa OBHAPYKEHUA NPU3HAKOB CYOKIIMHUYECKOTO
atepocKneposa npu FOUMA MOXKET NpeBOCXOAUTb TOT, KOTOPbIN
HabnogaeTca y B3POCAbIX C BOCNANUTENbHLIMWU apTpUTaMMm.
B 0630pe AmMepuKaHCKoW accouuauuun cepgua (American
Heart Association, AHA), ogo6peHHON AMepUKaHCKOW aKa-
aemven negvatpuu [22], nogyYepKMBaETCsl, YTO Hanau4yue
TPaAMLUMOHHBIX GaKTOPOB PWUCKa aTepocK/iepo3a B COYeTa-
HUM C XPOHUYECKMMW BOCMANMUTENbHLIMW 3a601EeBaHUAMMU
aCCOUMMPYETCA C YCKOPEHHbIM pa3BUTMEM aTepoCKaepos3a
W MOSIBNIEHMEM KIMHUYECKMX KOPOHAPHbIX COObLITUIA B AET-
CKOM MnW MonoaoM Bo3pacTe. AnuteNibHble NonynsaLMOHHbIe
ncenefoBaHns ¢ UCNONb30BaHMEM HEUMHBA3MBHbIX METOAOB
OLEHKM OYHKLMM SHAOTENNA NOATBEPANIN CBA3b CTPYKTYPHbIX
N GYHKLMOHANbHbBIX U3MEHEHWI COCYAOB Y AETEW U NMOAPOCT-
KOB C KIMHMYECKN 3HAYUMbIMU CEPAEYHO-COCYANUCTbIMM 3a60-
NleBaHUsIMU B Nocneaytoline Bo3pacTHble nepuoabl [79-81].

SHAOTE/NUAJIbHAA AUCOYHKLUA

NMPU IOBEHW/1bHOM UAUONATUHECKOM APTPUTE

HenHBa3unBHble meToAbl UccnefoBaHus GYHKLKMK/OWC-
GYHKUMKM 3HAOTENUSA ABUAUCH OCHOBOM OOBbEKTMBU3ALMM
OOK/IMHUYECKUX aTepOCKNIEePOTUYECKMX WU3MEHEHUIN COCY-
0B y AeTeh M NoApoCcTKOB. BnepBble ponb AUCOHYHKLMMK
3HAOTENUA B Pa3BUTUM aTePOCKIEPOTUHECKUX WU3MEHEHWUH
B KOpOHapHbIX cocygax noarsepaunun P. Ludmer u coaBT.
[82], ncnonb3ya MHTPaKOPOHapHYD MHOY3UIO aLEeTUIXONN-
Ha W JaHHble KONMMYECTBEHHOW KOPOHaPHOM aHrMorpaduu.
B nocnepyouiem 66110 NOKa3aHo, YTO B reHe3e aTtepocKiie-
pO3a BaXHyl POJib UrpatoT HapyleHUs UMEHHO QYHKLUK
aHgotenus [83], 4TO NpMBENO K pa3paboTKe W BHEAPEHUIO
B K/IMHUYECKYIO NPaKTUKYy HEMHBA3UBHbIX METOAOB OLLEHKM
GYHKUMKM/AUCDYHKLMK aHaoTenns [84].

Mpn peBMaTOMOHOM apTpUTE HEWHBA3WBHblE METOAbI
OLLEHKM OYHKLUMKU 3HAOTENUA U CTPYKTYPHbIX U3MEHEHUN ap-
TepuanbHOM CTEHKM [OKa3ain HaLeXHOCTb B MPOrHO3Mpo-
BaHWW pPasBUTUA OCTPbIX CepAeYHO-COCYAUCTbIX COObLITUM
[85-87]. YctaHOBNEHO, YTO HEMHBA3MBHbIE METO/Ibl OLIEHKM
GYHKUMKM/ANCHYHKLMM SHAOTENNS NO3BONSAIOT BbIABUTb aTe-
POCKNEPOTUYECKME N3MEHEHMS COCYAOB 3a40/ro 40 nosiBne-
HUSA KIIMHUYECKUX NPU3HaKoB 3abosieBaHus. Takue MHOEKChI
CYOK/IMHMYECKOr0 aTepoCcK/iepo3a, KaK HapylleHue ornocpe-

[I0BaHHOM NOTOKOM Aunatauumun B nieveson aptepun (flow-
mediated dilation, FMD) [88], apTep1anbHas }ecTKocTb [89]
WU yBeNn4eHUEe TONLWMHbI WMHTMMa-MeaMa COHHOW apTepuu
(intima-media thickness, IMT) [90], 6b111 cBA3aHbI € yxyaLue-
HUMEM KapaMOBaCKY/NISPHOIo NPOrHo3a y B3pOCblX.

MosiBMAKCHL MccneaoBaHUs, MOKa3aBLlUME Halnyne Hapy-
WeHUM GYHKUMKM SHAOTENUS Y AETEM M MONOAbIX B3POCHbIX
¢ FOMA npu OTCYTCTBMM KIIMHUYECKUX MPU3HAKOB CepAeYHO-
cocyaucTbix pacctponcts [91]. Mpu IOUA yxe B aeblote 3a60-
NleBaHna BbIABMSIOT YBEIWYEHME TONLIMHbI MHTUMa-meaua
COHHbIX apTepuit, 06ycnoBleHHOE BO3AENCTBMEM CUCTEMHOIO
BOCMNaseHns Ha cepheyHo-cocyancTyio cuctemy [92]. Mpu npo-
CMEeKTMBHOM MWCCNefoBaHMM (CPeaHsAs MPOAOMIKUTENBHOCTb
29 net) nauueHtoB ¢ HOWA, MMEBLWKX MPU3HAKK NPOAOSN-
YKaloWencs aKTMBHOCTM 3aboneBaHus, BbIFBJEHO COXpaHe-
HWEe YBE/IMYEHHOM apTepuanbHOM KECTKOCTH, OLleHWBaeMOon
MO CKOPOCTM pacnpocTpaHeHUs MylbCOBOM BOJHbI (pulse
wave velocity, PWV), n cBi3aHHOE C 3TUM NOBbILIEHWE YPOBHS
AMaCTONMYECKOrO apTepuanbHOro gasneHus. MoBbllWeHHas
YKECTKOCTb apTepU U OCNOXKHEHUS, CBA3aHHbIE C HeW (rvnep-
Tpodua NeBOro enyaovka, UHCYNsLT U MHbaPKT MUOKapaa),
HabnofaTcs B 3penoM BO3pacTe, TOrga Kak WUCTOKWM Npwu-
XOASATCS Ha AETCKMI/MOAPOCTKOBLIN BO3PACTbl U XapaKTepu-
3yI0TCSH AOKIMHMYECKON U 6eccumMnToMHOM $a3om, KoTopas
LNTCS HECKOJbKO aecaTtuneTtuni [93].

KoppeKuus TpaguumnoHHbIX MoanbuLmMpyemblx GaKTopoBs
pUCKa aTepocK/iepo3a, aKTMBHasg MPOTUBOBOCMAIMUTENbHASNA
Tepanus peBMaTUyecKux 3aboneBaHui B LETCKOM Bo3pac-
T€ — BaXKHbIi KOMMOHEHT CHUXXEHWS pUCKa HebGnaronpusiT-
HbIX CEPAEYHO-COCYANCTLIX COBLITUI B MOSIOAOM M Mocneayto-
LLMX BO3pacTHbIX nepunogax. L. Breda un coaBT. [94] noka3anu,
YTO Yy MALMEHTOB C OINFO- U NONMAPTUKYNSPHLIM BapuaHTaMu
FOVA ToNWwMHa MHTUMbI-MEANA COHHbIX apTepPU 3HAYUTENbHO
CHWXKaeTcsl nocfie roga akTMBHOM MPOTMBOBOCMNANUTENbHON
Tepanuu ¢ UCNoNb30BaHUEM HECTEPOUAHbLIX MPOTMBOBOCMNA-
NIUTENbHbIX NpenapaToB, METOTPEKCATa, FEHHO-UHXEHEPHOTO
6unonornyeckoro npenaparta. 310 CBMAETENLCTBYET O CONps-
KEHHOCTM aKTMBHOIO BOCNaNeHMs U BblPaXKEHHOCTU 3HAOTE-
NIManbHON OUCOYHKLIMK, PABHO KaK U O BO3MOXHOCTU 3amef-
NIEHWS PUCKa Pa3BUTUS aTEPOCKIEPOTUHECKUX WU3MEHEHWM
CoCya0B B nocneaytolne Bo3pacTHbie Nepuoabl. B cBeTe aTux
[JaHHbIX MPeACcTaBAsSeTCca BECbMa aKTyalbHbIM YTBEPKAEHUE
3KcnepToB AMepuKaHCKon accouunaumm cepgaua (AHA), yto
BbliBNIEHWE NPU3HAKOB AUCOYHKLIMM SIHAOTENNS Y AETEV U NOA-
POCTKOB C MOMOLLbIO Pa3inyYHbIX HEMHBA3WBHbIX METOA0B
MOXET 3HAYUTENIbHO YNYYlWWUTb CTPaTUDMKaLMIO pUCKa aTe-
POCKJIEPOTUYECKMX CEPAEYHO-COCYAMCTbIX COBLITUI B nocne-
AyloliMe BO3pacTHble Nepuoabl, U 3TO 0COGEHHO BaXKHO, T.K.
SIBHble CepAeYHO-COCYAUCTbIE CUMMTOMbI Y HUX MPaKTUYECKU
oTCyTCTBYIOT [95, 96]. IKCMNEpTbl CUYUTAIOT, YTO BaXKHEWLWWUM
YyCNoBMEM NPODUNAKTUKM CephevHO-COCYANUCTbIX COOBbITUM
ABNAETCA BbISBNEHWE NWL, BbICOKOrO PUCKa 3a HECKObKO
[ECATUNETUI A0 NOABAEHNS ABHbIX KITMHUYECKMX CUMMTOMOB.

3AK/TIOMEHUE

B MHOro4vMcneHHblx MccneaoBaHUaX 3HAOTENMaNbHOM
GYHKUMKM/AMCHYHKLMM NPU peBMaToMAHOM apTpuTe ycTa-
HOBJ/IEHO, YTO a@KTUMBHbIM BOCMNANWUTENbHbIA NPOLECC COMpo-
BOXAAETCSA aKcenepaunen atepoCKIepoTUHECKUX M3MeHe-
HUM B COCyZaX W MOBbLILWAET PUCK Pa3BUTUS Hebnaronpwm-
ATHbIX CEepPAEYHO-COCYAUCTbIX COObITUH. oavyepKuBaeTcs,
4YTO ANA CHUXKEHUS He6naronpuaTHOro TpeHaa HeobxoaMma
aKTMBHas NpoTUMBOBOCMNaNMTENbHaa Tepanusa peBMaTtonaHo-
ro apTputa B COYe€TaHWW C MoandUKaLMen TPaaULMOHHbIX
dakTopoB pucKa. OTHOCUTENbHO HEeBGOMbLIOE KONMYEeCTBO
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uccneaoBaHWiM y aeter v NoAPOCTKOB C HOBEHWAbHLIM UAMO-
naTUYECKMM apTPMTOM NO OLLEHKE IHAOTENMANbHON QYHKLMK
npu MCNoNb30BaHUN HEMHBA3MBHbLIX METOAOB MOATBEPANIN
BO3MOXHOCTb BbISIBNEHWUS JOKIMHUYECKUX MPU3HAKOB aTe-
pocKiepo3a. TpebyloTcs AaNbHENLWMIA HayyYHbIM MOWUCK AN
OLEHKM Hanbonee MHPOPMATUBHbIX METOAOB MCCIEA0BaHUS
QYHKUMKN/ONCOYHKUMM 3HAOTENUS Y AeTeX U MOAPOCTKOB,
pa3paboTKa Cnoco60B KOPPEKLMU HapyWEHUN, YTO MOXKET
SIBUTbCH BECOMbIM BK1aA0OM B CHUXeHUWe rnobanbHoro 6pe-
MEHU CepAevHO-COCYANCTbIX 3ab60eBaHmm.
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PeTnHasibHble KPOBOU3IUAHUSA Y MAaAEHLEB SIBASIIOTCSA YaCcToW NaTo/iormen, O4HaKo NpuUYnHbI, KIMHMYECKne GopmMbl U QYHK-
LMOHa/IbHble MCXOAbl UccaeaoBaHbl HEAOCTaTOYHO. OCOBEHHbLIN MHTEpeC npeacTaBaseT U3ydeHue JIoKaau3aluu KpoBO-
UBNIMSIHUI B CTPYKTYpE a3a, CPOKU MX paccachiBaHUs U OTAa/IeHHbIe MOCAEACTBUS, KOTOPbIe MOrYT B/IMSITb HA pa3BUTUE
3peruns. Lenb ncenegoBaHnss — aHain3 KIMHUYECKMX GOPM, CPOKOB paccachbiBaHUSI U OTAANEHHbIX KIMHUKO-(PYHKLMO-
HaJslbHbIX MCXOA0B PEeTUHAasIbHbIX KPOBOU3INAHMI Y MAajeHUeB. MeToabl. Bce netn ¢ peTuHasibHbIMU KPOBOUSIUSHUSMUN
B Bo3pacTe oT 3 Hej 40 3 Mec, 06paTHBLLMECS 3a NMOMOLLbIO B KAOUMHET HEJOHOLEHHOro pebeHka MHWW rna3Hbix 601e3Hen
num. lfenbmronsua B nepuog 2011-2015 rr., o6¢caefoBaHbl ¢ MCN0b30BaHMEM MeToa HeNpPsIMOM 06paTHOM 0¢TaslbMOCKO-
uu. Tpu 06LUMPHBLIX MOPaXKEHNUAX KOHTPO/Ib AMHAMMUKM NPOLiecca BbINOIHSIN Ha UMPPOBON pETUHAILHON neanaTpui4ecKomn
Kkamepe. OTganeHHble KIMHUKO-(PYHKLUMOHA bHbIE UCXOAbI PETUHA/IbHBIX reMopparuii n3y4yeHbl MoCPEACTBOM y/bTPa3ByKo-
BOro uccief0BaHNs U CIeKTPaabHON OMTUYECKON KOrepeHTHOM ToMorpaguu. Pe3ynbtatbl. KpoBoU3IMAHUS Ha Ma3HoOM AHe
BbisiBAeHbl y 108 (5,9%) n3 1825 mnageHueB Ha 142 ma3ax (y 34 petei 6bin ABYCTOPOHHUE KPOBOU3IUSHUSA). [emopparum
yalye oTMeYeHbl y AeTeM, POXKAEHHbIX Yepe3 ecTecTBEHHbIE pogoBkie nyTh (79/108 peten; 73,2%), 6blim 0OJHOCTOPOHHUMM
(74/108; 68,5%), npepetuHanbHbiMu (108/142 rma3; 76,1%), ueHTpaibHoM nokannlaumm (119/142; 83,8%). Cpoku pac-
cacblBaHus KpoBouaausiHminy 53/108 (49,1%) netei coctaBuam 6onee 1 mec. OTgaeHHbIe UCXOAbl PETUHAJIbHbIX KPOBOU3-
NIMAHWIA M3ydeHbl y 22 feten (33 masa) B Bo3pacte 2—-5 net. OcTaTtoqyHble U3MEHEHUS B CTPYKTYPE HENpPOINUTENINS U BUTPEO-
PETUHANIbHOIro MHTep@eNrca Co CHMKEHUEM OCTPOThI 3PEHNS OTMEYEHbI Yy 7 aeTen (9 rma3s). 3akn4eHme. PeTuHaibHble
KPOBOU3AUAHUS HOBOPOIKAEHHBIX OTIMHAIOTCH KIMHUYECKUM MOJIMMOPQU3MOM, pa3HbIMK CPOKaMK paccachiBaHUs U pas-
JINYHBIMU MCXOZaMH, 4TO TPeBYET AMHAMMYECKOro HablIlo4eHUS.

KntoyeBble cnoBa: peTHa/lbHbIe KPOBOU3INSHUSA, HOBOPOXAEHHbIE, YaCTUYHbIA reMopTaibM, anMpeTUHaabHbIi GUbpos,
KUCTa CeTYaTKM.

(Ans unTupoBaHms: Koronesa J1.B., [lemyeHko E.H. KnuHnyeckme nposiBAEHUSA U UCXOAbl PETUHANbHbLIX KPOBOWU3NUAHUM
y MNafeHLEB: UccnegoBaHue cepum cnydaes. Bonpockl coBpemeHHoun negmatpun. 2018; 17 (2): 133-137. doi: 10.15690/
vsp.vl7i2.1879)

Ludmila V. Kogoleva, Elena N. Demchenko

Helmholtz Moscow Research Institute of Eye Diseases, Moscow, Russian Federation

Clinical Manifestations and Outcomes of Retinal Hemorrhages
in Infants: A Case Series

Background. Retinal hemorrhages in infants are frequent pathologies, but their causes, clinical forms and functional outcomes are
poorly studied. The study of hemorrhage localization in the eye structure, time frames of their resolution, and the long-term effects that
may affect the development of vision is of particular interest. Objective. Our aim was to analyze clinical forms, time frames of resolution
and long-term clinical and functional outcomes of retinal hemorrhages in infants. Methods. All children with retinal hemorrhages, who
applied to a premature baby room in the MRI of ED n.a. Helmholtz at the age from 3 weeks to 3 months for 5 years (2011-2015),
were examined using indirect ophthalmoscopy. In case of extensive lesions, the process dynamics was controlled by a pediatric digital
retinal imaging system. Long-term clinical and functional outcomes of retinal hemorrhages were studied using ultrasound examination
and spectral optical coherence tomography. Results. Fundus hemorrhages were revealed in 108 (5.9%) of 1,825 infants on 142 eyes
(34 children had bilateral hemorrhages). Hemorrhages were more frequent in children delivered vaginally (79 children, 73.2%),
were unilateral (74 children, 63.5%), pre-retinal (108 eyes, 76.1%), of central localization (119 eyes, 83.8%). The time frames of
hemorrhage resolution in 53 children (49.1%) were more than one month. Long-term outcomes of retinal hemorrhages were studied in
22 children (33 eyes) at the age of 2—-5 years. Residual changes in the structure of the neuroepithelium and vitreoretinal interface with a
decrement in visual acuity were noted in 7 children (9 eyes). Conclusion. Retinal hemorrhages of newborns are characterized by clinical
polymorphism, different time frames of resolution and outcomes, which requires a case follow-up.

Key words: retinal hemorrhages, newborns, partial hemophthalmus, epiretinal fibrosis, retinal cyst.
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OBOCHOBAHME

PeTuHanbHble KPOBOM3NUAHUS — YacTo BCTpevatowas-
cs odTanbMonaTosiorMa y HOBOPOXKAEHHbIX AeTen. No pas-
HbIM CBEEHMAM, cpean 340POBbIX AOHOWEHHbIX MAaAeH-
LeB YacToTa peTMHalbHbIX KPOBOU3USAHUI BapbupyeT OT
5,5 B lOxxHOM Kopee (aaHHbie 2011 r.) [1] go 20% B CLUA
(naHHble 2016 1.; B 2001 — 34%) [2, 3]. PeTuHanbHble
KPOBOMBNUSAHUSA Y HOBOPOXKAEHHbIX 4alle pasBuBaloTCs
npuv poax Yepes ecTeCTBEHHble POAOBbLIE MYTH, YEM Noce
KecapeBa ceyvyeHus [2], Npu TpaBMaTUYECKUX U CTPEMMU-
Te/NbHbIX POAax, a TaKXe B pe3ynbTaTe BaKyyM-3KCTpakK-
umm [3-5]. Hanpumep, no gaHHbiMm M. Emerson u coaBT.,
yacToTa peTMHaNbHbIX KPOBOUSIUSAHUN Y HOBOPOXKAEHHbIX
nocse BaKyyM-3KCTpaKunn coctaBnseT 75%, nocne obbly-
HbIX pogoB — 33%, a nocne KecapeBa CEYEHUS — MeHee
7% [3]. YacToTa peTMHanbHbIX KPOBOM3NUAHMK B Poccuu
conocTaBnma ¢ 3apyb6exHbIMK NoKa3aTensaMu 1 CocTaBns-
eT 24% [6]. OgHaKo TpebyloTcsa AONONHUTENbHbIE UCCNEO0-
BaHUWS, KOTOpble NO3BOAMAM Gbl NOAYy4UTb 6ofiee MosHble
KNMHUYECKNE XapPaKTEPUCTUKU PETUHANbHbIX KPOBOW3NU-
SAHWUW, BK/IOYAA MX UCXOAbl, Y POCCUMCKMX AeTen, Habnio-
JaemblX B cneunann3npoBaHHbIX (0GTanbMOSOrMYECKHUX)
K/TIMHUKaX.

Llenblo Hawero uccaegoBaHust 6b110 U3Y4UTb KIUHU-
yeckme GopMbl, CPOKM paccacbiBaHWs M OTAANIEHHbIE KTUHU-
KO-OYHKUMOHaNbHbIE UCXOAbl PETUHANBbHbIX KPOBOMU3IUAHWUM
y MAafeHLEB.

METOAbI

Aun3aiH uccnegoBaHus

[MpoBedeHo cniowWHoOe AECKPUNTUBHOE (onucaTtenbHoe)
uccnegoBaHue cepum cryvyaes.

Kputepuu cootBeTcTBUSA
Kputepum BrIOYEHUS:

* [leTU B BO3pacTe [0 3 MEC U3HU C PETUHANbHbIMU KPO-
BOUBNIUAHUAMMU.

Kputepum HeBKIOYEHUS:
® et C Mpu3HaKamu aKTUBHOM PEeTMHOMaTUW He[oHO-
LWEHHbIX.

[AunarHocTMYecKue KpuTepum

Hannune peTmHanbHOro KPOBOUIIUSIHWS yCTaHaBIMBaM
npu o6HapyKEHUW BUOMMON KPOBU B CETHATKE WK CTEKIO-
BWAHOM Tene.

YcnoBus npoBepeHUs

PeructpupoBanu obpalleHus poautenen ¢ AeTbMU B
KabWHeT HefoHolWweHHoro pebeHka MHWKM rna3Hbix 60nes-
Hen mm. lenbmronbla (MockBa). lMNepuoa yvyeTta AaHHbIX —
5 net (c aHBapsa 2011 no aekabpb 2015 r.).

Ucxopabl uccnepoBaHua

OCHOBHOM UCXOA mccaeqoBaHUS: CTPYKTypa (aonsa geten
C K/IMHUYECKNUMKU dopMamm) peTUHaNbHbIX KPOBOUINUAHWUM.

JonosiHuTesibHble UCXOAbl: CPOKM paccacbliBaHUS U OTAa-
NeHHble UCXOAbl PETUHANbHBIX KPOBOU3NUSAHWUIA.

MeTtojbl perucTtpauum UCXo[oB

[etn ¢ peTuHanbHbIMU KPOBOUSIUAHUAMU HaXOAUUCh
noa HabnAEHNEM C UHTEPBANOM 2 Hej [0 paccacbiBaHUA
KPOBOM3NUAHWUI (NOTHOFO UCYE3HOBEHUS BUAMMOW KPOBH).

OtganeHHble cxofbl peTUHaNbHbIX KPOBOU3NUSHUI onpeje-
NAnny aeten B Bo3pacte 2—5 net, NOBTOPHO (CaMOCToATE b-
HO) 06paTUBLUMUXCH B KAOUHET HeJOHOLEHHbIX.

CocTosiHMe cpej rnasa v rasHoe AHO y AeTeN rpyaHoro
Bo3pacTa OLeHUBanu MeTogamum GUOMUKPOCKOMNWUK, HENPS-
MOM GUHOKYNSIPHOM 0dTanbMOCKONUK (MPK NOMOLLKU Hanoo-
HOro GWHOKynApHoro odtanbmockona Heine Omega 200,
[epmaHus) noa MuapvMasoMm, MOJSyYEHHbIM Yy BCEX AETeW C
peTUHaNbHbIM KPOBOU3NIUSHWEM MNyTEM OLHOKPATHOW WH-
ctunnaumm 0,1% pacTtBopa cynbdaTta aTponuHa.

Mpn 06WHMPHBIX MOPaXKEHUSAX AN OCYLLECTBNEHUS KOHTPO-
/19 32 AMHAMUKOW npoLiecca U JOKYMEHTUPOBaHWUS BbISBEH-
HbIX U3MEHeHU 06cnefoBaHMe BbINOMHANOCh Ha peTUHasb-
Hon Kamepe RetCam Shuttle (Retcam, CLUA). Ha ocHoBaHuu
NoJly4eHHbIX JaHHbIX yCTaHaBnWBaNW OfHY W3 CnelyloLinx
KIMHUYECKUX GOPM KPOBOUIIUAHUI:
® peTUHaNbHOe KPOBOU3NUAHUE (KPOBOUINUSHUE B CNOSX

ceTyaTKu);
® pepeTvHanbHOE KPOBOU3NUSAHWE (KPOBOMUINIUAHUE B

npepeTuHanbHbIX CIOSX CTEKTOBUAHOIO Tena);
®  YaCTU4YHbIN reModPTanbm (KPOBOUINUAHUE B CTEKIOBUA-

HOM Tefe, 3aHnMmaloLLee oMH KBaapaHT ero o6bema nim

6onee);
® remopparnyeckass KMCTa CeT4yaTKu (MHTpapeTuHanbHoe

CKOMJIEHWE KPOBK C 06pa3oBaHMEM NOSIOCTH).

[ns OUEeHKM oThaneHHbIX UCXO40B MPOBOAMIOCH MOS-
Hoe odTanbMosiornyeckoe obcnefoBaHue, BRIOYaloLllee
CTaHAapTHble MeToAbl — OPUEHTUPOBOYHYIO BU3OMETPUIO,
CKMacKonuio, pedpakToMeTpuio, GBUOMUKPOCKONUIO, odTasb-
MOCKOMMIo (BbiNosiHeHo E. H. [leMYeHKO), a TakKe COBpeMEH-
Hble MeToAbl BU3yanu3aLum — ynbTpa3ByKOBOE UCCeoBa-
Hue rnasa (A/B-Scansystem 835, Humphrey Instruments,
Carl Zeiss Group, CLUA) 1 cneKTpasbHyl0 ONTUYECKYIO Kore-
peHTHyto Tomorpaduio (Spectralis HRA + OCT, Heidelberg
System, lepmanus). o pesynbrataM YyAbTPa3BYKOBOIO
nccnegoBaHusA oueHuBanu NpPo3pavyHOCTb Cpel, Hanuyue
nnaBaowmnx U GUKCUPOBAHHbBIX MOMYTHEHWW, MpuaeraHuve
00607/104€eK rMasa; Mo AaHHbIM ONTUYECKOW KOrePEeHTHOM TOMO-
rpadun — coxpaHeHne HOPMasibHOro BUTPEOPETUHAIbHOIO
nHTepdenca n chopmrMpoBaHHOCTL GOBEONAPHOM Aenpec-
cuun. MNonyyeHHble pe3dynbTaTbl BEPUOULMPOBANNCL BTOPLIM
nucecnegosarenem.

[aHHble comaTM4yecKoro aHaMHesa JeTew npoaHanusu-
poBaHbl C UCMONb30BaHUEM CBEAEHUN MEAULMHCKON AOKY-
MeHTauuKn (ambynaTtopHble KapTbl), NpeaCTaBAEHHON POau-
TensiMu NaLneHToB.

JTnyeckan aKcnepTusa

JTMyecKas aKcnepT1u3a NpoToKoa UCCNeA0BaHUS He MPo-
Bogunacb. Poautenv nauneHToB Npu o6palieHnn B MHCTUTYT
noanucelBanu nHGopMMpoOBaHHOE COrnacue Ha UCNob30Ba-
HWe pe3ynbTaTtoB 06CNeA0BaHNS B Hay4YHbIX LlensX.

CTaTUCTMUYECKMA aHaNuU3

Heob6xoauMMbll 06beM BbIGOPKW MNpeaBapuUTenbHO He
paccuuTbiBanca. OnucaHue KONMYECTBEHHbLIX MOKasartenen
BbIMOJIHEHO C UCMOJIb30BAHUEM CPeHEro apuPMETUYECKOrO
3HaYeHus U CTaHAaPTHOIO OTKIOHEHMHS.

PE3YJIbTATbI

XapaKTepucTuKa BbIGOPKU

3a nepunog ¢ 2011 no 2015 r. B KaBUHET HeOoHO-
WeHHOro pebeHKa 3a MegMLMHCKOM NOMOLLbID 06paTUANCH



1825 peten 6e3 aKTMBHOM PETUMHOMATUU HEAOHOLUEHHbIX,
13 HUX y 108 (5,9%), B uncne Kotopbix 57 (52,8%) neBoyek,
npu NEepBMYHOM OCMOTPE AMArHOCTMPOBAHO pPeTUHanbHoe
KpoBousnusaHue. Bo3pacT fgeTen ¢ peTuHanbHbIM KPOBO-
U3NIMSHUEM HA MOMEHT MEPBUYHOrO OCMOTPa COCTaBAS
oT 15 go 74 (B cpeaHem 35 + 13) cyT, rectalMOHHbIN BO3-
pact — B Auana3oHe oT 28 go 41 (37 = 3) Hea, M3 HUX
y 7 — <32 Hen, y 36 — 32-38 Hep, y 65 — = 37 Heq.
Macca Tena npu poxaeHuu BapbupoBana ot 1580 go 4550
(3219 £ 667) r. Mo gaHHbIM ambynaTopHbIX KapT AeTen
C peTvHaNbHbIMKU KpoBou3nusHuamu, y 79/108 (73,2%)
MaTtepen poabl 6bIIM CaMOMNPOM3BOJIbHLIMKU, Yepe3 ecTe-
CTBEHHbIE POAOBbIE MYTU, U3 HUX B O CyYasax — 3aTAKHbIMK,
B 26 — cTpemuTeNbHbiMUK, B 18 noTpeboBanocb BCrnomMora-
TeNbHOE Moco6ue (BaKyyM-3KCTPaKUMS, HaNOKEeHWe LWun-
uoB). B 29/108 (26,9%) cnydaax poabl 6bi1M onepaTuBHbI-
MW — NyTEM KecapeBa CcevyeHus.

BceM AetaM ¢ KPOBOMUINMAHUSIMW Ha3Ha4Yancs MeTus-
ATUANUPUANHON 1% B MHCTUANAUMAX 6 pas/cyT. MNpun yacTuy-
HOM remodTanbMe U reMopparM4ecknx Kuctax npoBoanscs
Kypc napabynbbapHblX UHbEKLMI NPOYPOKMHA3bl PEKOMOMK-
HaHTHOM N2 7-10.

OCHOBHbIE pe3ynbTaTbl UCCNIEe40BaHUSA

[BYCTOPOHHWE KPOBOM3NUSHWUSA BbiBNeHbl Y 34/108
(31,5%) peten. Takum 06pas3om, peTUHasbHblE KPOBOU3N-
AHUA OblM 06HapyeHbl B 142 rnasax. Hanbonee 4yacto
remopparuu Habnaanuch B LLEHTPaNbHbIX M NapaueHTpanb-
HbIX OTAeNnax rnasHoro AHa (119 ua 142 rnas; 83,8%), Mllb
B 23 (16,2%) rna3ax BbIAB/IEHO KPOBOU3NUAHME Ha nepude-
puun cetyatkn. Hambonee 4acto BCTpeyanocb npepetTuHanb-
HOEe KPOBOU3NUAHUE — 96 (67,6%) rnas, MHTpapeTUHaaIbHOE
KpoBOU3/unsiHWe BbigBneHo B 31 (21,8%) rnasy, 4acTU4HbIN
remodtanbM — B 12 (8,5%), remopparnyeckas Kucrta cet-
yaTkm (puc. 1) — B 3 (2,1%). lNMpepeTnHanbHble KPOBOU3-
nmaHua B 1/4 cnyvyaeB COYETaNUCh C MHTpPapeTUHa bHbIMK
(24 rnaza; 16,9%). B 6onbwunHCTBE cnydaeB (94 rnasa;
66,2%) pa3mep KPOBOU3NUAHUI HE NPEBbIWan 04HOro Yaco-
BOr0 CEKTOpa, Uan 3 gMameTpoB ANCKa 3PUTENBHOIO HepBa
(puc. 2). O6lMpHOE MNpe- U UHTpapeTUHanbHOEe KPOBOWU3-
NMSHWE, 3axBaTblBalolee 4YacTb MaKy/bl 6e3 BOB/eYeHus
doBeonbl, BbiiBAeHO B 18 (12,7%) rnasax, 60nbluoe npe-
W MHTPapEeTUHANIbHOE MaKynspHOEe KPOBOU3NINSHME C 3axBa-
ToM dpoBeosibl — B 15 (10,6%).

[ononHuTenbHbie pe3ynbTaTbl UCCNeA0BaAHUSA

CpoKM paccacbiBaHUS KPOBOM3NUSAHWM COCTaBUAM [0
2 Hep y 17/108 (15,7%) peten, ot 2 o 4 Hep — y 38
(35,2%), oT 6 po 8 Heg — y 47 (43,5%), oT 10 go 12 Heg —
y 3(2,8%), ot 14 go 16 Heg — Takxe y 3 (2,8%).

OtpaneHHble (B Bo3pacTe 2—5 NeT) KIMHUKO-DYHKLIMO-
HaNbHble WUCXOAbl PETUHANbHbIX KPOBOU3AUSHWUIA W3yYeHbl
y 22 petew (33 rnasa). Macca Tena npu poXKAeHWU aeten
3ToM rpynnbl coctaBnsna ot 1580 po 4450 (2916 + 795) r,
rectauMoHHbIM Bo3dpacT — oT 30 go 41 (37 = 3) Hea. detu
o6patunucb B MHCTUTYT B Bo3pacTe oT 18 go 65 (34 = 11)
CYT XM3HW. XOT coOMaTWyecKue napameTpbl AeTel ¢ oTaa-
JIEHHBbIMW MCXOAAMM KPOBOUSIUSHUI GblIM COMOCTaBUMbI
C aHaNornyHbIMKM B O6LLEN Tpynne, YacToTa UCXOAHbIX Kiu-
HUYEeCKMX GOPM pPETUHANbHbIX FeMopparui oTaMyanacs.
TaK, KpOBOWM3NWUAHUS 3axBaTblBanu LEHTPanbHble OTAENbI
MaKynsipHon obnactm B 23 (69,7%) rmasax W pacnonara-
ek Ha nepudepun rnasHoro gHa B 10 (30,3%) cnydasx.

Puc. 1. lemopparnyeckas KMcTta cetyaTku
Fig. 1. Hemorrhagic retinal cyst

Puc. 2. MHOXECTBEHHbIE Npe- U UHTPapPETUHANbHbIE KPOBOWUSUSHUS
Fig. 2. Multiple pre- and intra-retinal hemorrhages

MpumeyaHue. CTpenkaMu oTMeYeHbl NPepeTUHaNbHbIE KPOBOUSTUSHUS.
Note. The arrows indicate pre-retinal hemorrhages

MpepeTuHanbHble KPOBOU3NUAHUA OTMeYeHbl B 7 (21,2%)
rnasax, MHTpapeTuHanbHble — B 4 (12,1%), coyeTaHue
npe- ¥ UHTpapeTUHaNbHbIX KpOBOM3NUAHUIA — B 13 (39,4%).
YacTuyHbi remodTanbm B aHaMHe3e oTMedeH B 6 (18,2%)
rnasax, remopparunyeckas kucta — B 3 (9,1%).

B 60onbwnHcTBE cnyyaes (15 geten, 22 rnasa) He 6bI10
BbIIBIEHO aHOMaNnn pedpakLmnm (4anbHO30PKOCTb, 6/1M30-
PYKOCTb, aCTUrMaTu3Mm) 1 NaToNorM4eCcKMX U3MEHEHUN CTe-
KNOBWUAHOMO Tena M CeT4yaTKM (Mo AaHHbIM yNbTPa3BYKOBOIO
nccnegoBaHUsa M ONTUYECKOW KOrepeHTHOW Tomorpadum).
Y 2 peten (2 rnasa) ¢ MaKynspHbIMKU KPOBOU3NUAHUSMU
B aHaMHe3e, poauBlunxcs o 30 Hepj rectaumu, BbiiBAEHbI
crnaxeHHas ¢oBeonsipHas Aenpeccus U coxpaHstouieecs
amM6puoHanbHoOe CTpoeHWe Makynbl. Y 2 aetei ¢ nepeHe-
CEHHbIM paHee O4HOCTOPOHHUM YaCTUYHbIM reModTanbMOM
OoTMeYeHa aHUM30MEeTPONus ¢ pa3BUTUEM Ha BONIbHOM rnasy
MUOMUU cnabon cTeneHn. U3mMeHeHUs B CTPYKType Henpo-
3NUTENNS U CTEKIIOBUMAHOM Tene (npe- U MHTpapeTUHab-
Hbin GM6PO3) BbiFBNEHbI ¥ 5 geTen: y 2 (3 rasa) nocne
paccacbiBaHUsA remopparMyeckux Kuct u y 3 (4 rnasa)
nocne yactTm4yHoro remodranbma, U3 HUX y 3 geten (5 rnas)
BbiiIB/leHa aHomanua pedpakumm — MWOMUsa, MUonu4ye-
CKWUW acTUrMaTu3mM.
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OBCYXAEHME

Pe3iome 0CHOBHOIro pe3yiabTata ucciegoBaHus

KpoBOM3NUSHUSA Ha rMa3HOM AHE BbISBASIOTCS Y HE6Ob-
LLIOro YyMcna aeten 6e3 NpM3HaKoB aKTMBHOW peTMHOoMNaTuu.
[emopparum 4aue 6bIIM OAHOCTOPOHHUMM, MpPepeTUHasb-
HbIMW, LEeHTpanbHOW foKanu3aunn. CpoKM paccacbiBaHUA
PETUHA/NBbHbIX KPOBOWM3NUAHUIA Y NOMIOBUHbLI AEeTen MpeBbl-
wann 1 mec. OTAaneHHble UCXOAbl PETUHaNbHbIX KPOBOWU3-
NIMSHWUI Yale 6binn 61aronpuUAaTHbIMKU, OLHAKO B OTAENbHbIX
cnyyqasx Habnohanucb M3MEHEHWUS B CTPYKTYpe HENpOoanu-
Tenus 1M BUTPeopeTMHaNnbHOro uHtepdenca, Bbi3BaBLlUME
CHWXXEHWE 3PEHUS.

06cyXaeHue OCHOBHOIO pe3ybTaTa UCC/IeAOBaHUA

KnuMHnyeckaa KapTuHa peTuMHabHbIX KPOBOW3IUSAHUIA
nonMmopdHa, U pasnuyaeTcs Mo CTENEHW BblParKEHHOCTH,
naowaan n NoKanmM3aunun KpoBOU3NUsSHUN. B 6onblIMHCTBE
CNy4yaeB B fiMTepaType OnucaHbl MHTPapETUHasbHblE KpPO-
BOM3NUSAHUA [7], cpean KOTOpbIX BCTpevatTcs «WTPUX0006-
pasHble», «nnamsobpasdHble» KPOBOWU3NUSHUSA, ToYeyHble
n B Buae nateH [8, 9]. B eAMHMYHbIX cnydasx HabntoaatoTes
npepeTuHanbHble, CybpeTUHaNbHble U BUTPEasibHble KPOBO-
n3nnaHua [1, 7]. HekoTopble aBTopbI BblAeNsaoT Gpopmy Kpo-
BOUB/USAHUM «C 6ebIM LIeHTpOM» [2, 3], BNepBble ONMUCaHHYI0
y 60/bHOro ¢ Cy6aKTMBHbBIM 3HAOKAPAUTOM W PaCLEHEHHYIO
KaK centuyeckas am6onusa [10]. OgHako 6Gosiee No3fHWe
uccneaoBaHWs MoKasasnu, YTO JaHHbIA BUI KPOBOWUINIMUAHUNM
He ABMSeTcs cneunduyeckuM ans MHOEKLMMA U MOXKET BCTpe-
yaTbCs MPU APYrMX NaToONOrM4yecKunx coctoaHmsax [11, 12]. Nx
BWU MOXET 6blTb 06YCNOBAEH HATMYMEM ULLIEMUYECKOrO LiEH-
Tpa, BbinageHnem GUOpPUHA WAIN CKOMIEHUEM HeonnacTu-
YeCKux KneTok [13, 14]. B otTanyme oT AaHHbIX 1MTepaTypsl,
B GONbLIMHCTBE HAbGAIOAEHUI Mbl OTMEYanu npepeTuHanb-
Hble KPOBOWU3NUAHUS (67 %), 4TO, KaK 1 H13Kas YacToTa Kpo-
BOW3UAHUI NO AaHHbIM KabWHeTa HeJOHOLWEHHOro pebeH-
Ka (6%), obycnoBneHo no3aHuMMm obpalleHnemM nauMeHToB
B VIHCTWUTYT: caMoe paHHee obpalleHne pebeHKa ¢ peTuHasb-
HbIM KPOBOMW3MMAHMEM 3aPpUKCMPOBAHO B BO3pacTe 3 Hefl
HM3HW. [0 gaHHbIM NUTEpaTypbl, PETUHANbHbLIE KPOBOWU3NH-
SIHUS AMarHOCTMPYIOTCS C MEPBbIX CYTOK POXAEHWUS, a Cpo-
KW paccacblBaHUA BapbMpyloT OT 1—2 CyT A0 HECKOJIbKMUX
MecsiLLeB B 3aBMCUMMOCTHM OT THXKECTU M CTENEHW MOPaXKeHUs
[3, 13, 15]. PeTnHanbHble WTPUXO0OPA3HbIE KPOBOUINUAHUSA
paccacbiBatoTcs 3a 1 Hef (Kak npaBuio, 3a 3 cyT), ToYeYHble
1 B BUe NATeH — B TeyeHue 6 Hep (Yaule Yyepes 3 Hea) [16].
[o 90% peTuHanbHbIX reMopparMim y HOBOPOXKAEHHbIX pac-
cacblBaloTcs B TedeHue nepBbix 2—14 cyT xusHu [3, 8, 9],
W Hanu4yve remopparuvii B 6onee crapuwem Bo3pacTe npes-
nofiaraet U3HavyanbHO GO/ee TAXKENy NaTtonoruio U Gonee
ONUTENbHbIE CPOKM paccacbiBaHUdA. Y HalWWX NauMEHTOB
B NoJioBMHE cnyyaeB (54%) KpOBOM3NUSHUA paccacbiBainCh
ponbwe 1 mec. COOTBETCTBEHHO, HAMKW OTMEYeHa W apyras
CTPYKTYpa KIMHUYECKMX GOPM KPOBOMUINUAHUIM C Npeobna-
[aHMeM OAHOCTOPOHHMX, B OTIMYME OT AaHHbIX IMTEpaTyphbl,
CBUAETENBCTBYIOWMX O 6ONbLIEN 4YacTOTe BCTPEYAEMOCTH
[IBYCTOPOHHUX PpopMm (59-65%) [1, 8].

PeTWHanbHble KPOBOMWINUSHUSA HOBOPOXAEHHbLIX HE06-
XOAMMO OTMYaTb OT KPOBOM3NWUSAHUMN, pasBMBaloLMXCH
npu Taxenbix GopmMax aKTMBHOM PETUHOMATUW HEOOHOLIEH-
HbIX, 3a[IHEN arpeccMBHOM PETUHOMATUU U «1t0C»-601Ee3HM
[17, 18]. BONbLWKWHCTBO PETUHANBbHBIX KPOBOU3IUAHUIA O6Ha-
PYEHO HaMW Y AOHOLIEHHbIX MNafjeHLEB U AeTen C recra-
LIMOHHbIM BO3pacToM MNpu poxaeHun 6onee 36 Hen (60%),

a TaKXKe y AgeTen ¢ mMaccow Tena npu poxaeHun = 2500 r
(81%). Take 60MbWMHCTBO HalUMX MNaLMEHTOB POXKAEHO
yepes ecTecTBeHHble poaoBble MyTU. ony4YeHHble AaHHble
COOTBETCTBYIOT fA@HHbIM UTEPATYPbl, YTO PETUHANbBHbIE KPO-
BOM3MIMAHUSA Yallle pa3BUBatOTCS Y JOHOLEHHbIX U «KPYMHbIX»
MAafeHLEB U ABNFIOTCS CNeCTBUEM TPaBMaTUYECKUX POAOB
[3, B, 6]. Tak, no gaHHbIM P. Watts v coaBT., peTuHanbHble
KPOBOU3NUAHUS BbIABNAIOTCS Y KaXKAOro 4YeTBepToro msa-
[JeHlUa, POXAEHHOro yepel3 ecTeCTBEHHble POAOBbIE MYTH,
6onee 4yeM y 40% nocne BaKyyM-3KCTpaKuuu 1 6onee 4yem
y NOSIOBMHbI NOCIE MPUMEHEHUS BaKyyM-3KCTPAKLMK U LLKM-
LoB [8]. KaK y»e oTMe4anoch Bhblille, peTUHaNbHbIE KPOBOW3-
NIMSIHWS BbISIBASIIOTCS Yallle Noc/e eCTeCTBEHHbIX POAOB, YEM
nocsne Kecapesa cevyeHus [2].

Kak npaBuno, remopparMm pes3opbupytoTcs camocTos-
TEIbHO W He NPeACTaBAsAlT Npobnem Ansg ganbHenwero
pa3BuTUs 3peHus [3]. OaHaKo onucaHbl eaUHUYHbIE CnyyYau
ambamonun u Kocornasua [19], OAHOCTOPOHHEN MWOMUK
n aménuonun [1, 20] nocne OLHOCTOPOHHWUX KPOBOU3NUS-
HWUW. Y 6ONbLUMHCTBA MNaLUEHTOB, NePEHECLLIMX PETUHASIbHbIE
KPOBOW3/USAHUS, Mbl TaKXKe He BbIIBUAN HEONaronpuUsATHbIX
nocneacTBmn. Y 2 HEAOHOLIEHHbIX AETEN C OAHOCTOPOHHUMM
MaKyNSpHbIMW KPOBOUSIUAHUAMM Ha 060OMX rnasax Obiau
BbISIB/IEHbI CrNa)XeHHas MaKynsipHas genpeccus u am6pu-
OHaNlbHOE CTPOEHWME MaKy/bl, CBA3aHHble, Ha Hall B3rnsaj,
C HapyweHuem GOpMMPOBaHUSA MaKynbl BCAeACTBME Mpe-
AEBPEMEHHOIO POXKAEHMSA, @ HE C NepeHEeceHHbIM pPeTu-
HaNbHbIM KPOBOU3IUAHUEM. OCTaTO4YHbIE UBMEHEHWS MO AaH-
HbIM WHCTPYMEHTaslbHbIX METOAOB WCCNeAOBaHWA U aHo-
Manun pedbpaKkumm BbISBIEHbI HAMK Yy OTAENbHbIX AeTen C
TSXKENbIMU GOpMamMmM KPOBOU3NUSAHUMA — YaCTUYHbIM reMod-
TaNbMOM, Bblpa)K€HHbIMMU MaKyflsapHbIMKU Mpe- U WHTpape-
TUHaNbHbIMU KPOBOM3NUSHUAMMU, a TaKXe y BCex AeTen C
reMmopparMyeckMMmn KUCTaMm ceT4aTKu.

OrpaHuyeHUs uccnefoBaHus

Hawe wnccnegoBaHne He 6bIIO CKPUHMHIOBBLIM. [pynna
[eTer C KPOBOU3UAHUAMM Oblla chopMmUpoBaHa U3 yucna
nauueHToB, o6patnsBlUMxca B MHCTUTYT B pas/IM4HOM BO3-
pacTe, 4TO MOIJI0 NOB/IUATL Ha YacCTOTY BbIAB/IEHUA KIIMHUYE-
CKUX GOPM KPOBOUINUAHUI. [pynna geTen ¢ oTaaneHHbIMU
ncxoaamu Takxke Oblna chopmupoBaHa No obpallaemocTy,
M 4YacTtoTa MCXOAHbIX GOPM KPOBOWUINUAHUM B HEW OTIU-
Yyanacb OT MOKasaTtenen obuen rpynnbl. 10 aTOW NpuUynHe
yacToTa BbISIBEHUSA aHOManuMh pedpakumn, paBHO KaK
W HapylWeHUs B CTPYKTYpe CTEKIOBUAHOIO Tena u BUTpeope-
TUHaNbHOrO MHTEepdeEenca B 3TON rpynne, MoryT 6biTb He Npu-
MEHUMbI K rpynne B LLe/IOM.

Mbl npoBoannn GOTOpeErncTpaLmo U3MEHEHUI Ta3HOMo
[IHa Ha peTuHaNbHOW KaMepe TOJIbKO B C/IOXHbIX U CMOPHbIX
c/lydasx, a He y BCex MauMeHTOB, KaK 3TO MPUHATO HEKOo-
TOPbIMK UCCnefoBaTeENAMU ANA UCKIIIOYEHUSA Pa3HOYTEHUN
nmetowencs natonoruu [2]. OgHaKko Bce Haliv AaHHble, Mony-
YeHHble NP NOMOLLM HaIOBHOro GUHOKYNAPHOro odTanbMO-
cKona, 6biM BepudULUMpOBaHbl BTOPbIM MCCNeaoBaTENEM.
Henpsamasa 6uHOKynspHasa opTanbMOCKONUSA ABASETCSA alb-
TepHaTUBHbIM METOA0M MCCNefoBaHus, NPUMEHSEMbIM 415
[OMarHOCTUKM U3MEHEeHWI rMa3Horo JHa HapaBHe C uccneno-
BaHMeM Ha peTuHanbHoM Kamepe [16—18]. K Tomy e Heob-
XOAMMO YYUTbIBaTb, YTO GoTOperucTpaLma Ha peTuHaibHOn
Kamepe — KOHTaKTHas MeToAuKa u 6osiee TpaBmaTUyHas
AN ManeHbKoro pebeHKa, Tpebylollas B HEKOTOPbIX Clydasx
nposeneHUs aHeCTe3n0I0NMY4ECKOro Nocobus.



3AK/TIOMEHUE

Hanbonee 4acton GopmMoV KPOBOUINUAHUSA Y MAALEH-
LeB ABNSETCA NpepeTuHanbHOe, MHTPapPEeTUHaNbHOE KpPo-
BOMW3NIUSIHME BCTPEYAETCH PEXe, a B €AMHUYHbIX cryvyasx
HabnogaeTca remopparnyeckas Kucta cetyatku. Mpenmy-
LecTBEHHO HabntoaaloTca OJHOCTOPOHHWE KPOBOW3NUA-
HUA C NIOKanM3aunen B LieHTpabHbIX U NapaLeHTpanbHbIX
oTAenax rnasHoro AHa. PeTuHanbHble KPOBOU3NUAHUA Yalle
pa3BMBAIOTCHA Y [OHOLIEHHbLIX M 6Gonee «3penbix» Heao-
HOLWIEHHbIX MJaAeHLEeB, POAMBLUMXCS BCNEACTBUE Tsxe-
NblX, TP@BMaTUYECKUX U MHCTPYMEHTaNbHbIX POAOB. PeTu-
HallbHble KPOBOMU3NUAHUA MOTYT BbIABAATLCA U MEPCUCTU-
poBaTb B 60s5iee No3gHeEM Bo3pacTe (Yepe3d 3 Hea nocne
POXAEHUSA) U B OONbLWMHCTBE CNy4YaeB CaMOMNPOM3BOJbHO
perpeccrpoBaTb 6€3 OCTAaTOYHbIX UBMEHEHWI Ha [Ma3HOoM
JlHe, He OKa3blBas BAMAHMA Ha 3peHue. MNpepeTuHanbHble
KPOBOMU3NUAHUSA U reMopparn4yeckne KMCTbl paccachbiBatoT-
cs1 6onee ANUTENbHO U B pAAe CnyvYaeB OKa3biBaloT BAUAHUE
Ha CTPYKTYpHOE W QYHKLMOHANbHOE pa3BUTUE 3PUTENbHO-
ro aHanusartopa. [eTn ¢ peTuHanbHbIMW remopparvamu
HYXAaloTCH B AMHAMUYECKOM HabMtoJeHUN C LeNblo OLEeH-
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KW COCTOSIHWUS M MPOrHO3MPOBAHUSA PA3BUTUS 3PUTENbHbIX
GYHKUMI. TTpodunakTUKa peTuHasbHbIX reMopparmin HOBO-
POXKAEHHbIX AeTEeN 3aKNo4aeTcs B NpeaoTBPaLLEHUN TaKe-
NbIX POAOB M KOPPEKLUMM aKylwepCKO-TMHEKOOrMYEeCKON
NOMOLLM POXKEHNUL,AM.
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Pe3ynbTaTbl Ie4EeHUA 3TaHepLEenTom
AeTeUn C HECUCTEeMHbIMU BapUuaHTaMu
IOBEHW1bHOIo uaAMonaTu4yecKoro
apTpuTa: 4OCTUKEHUEe PEeMUCCHUM,
pa3BUTUE OOOCTPEHUMN U HeXKeNaTelIbHbIX
AB/1eHUN. PeTpoCneKTUBHOE KOropTHoe
uccaenoBaHue
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OTaHepuenT — 6UOI0rMYECKUI Npenapar, Hambosiee 4acTo MUCMOb3yeMbIH y NaLMEHTOB C IOBEHWIIbHLIM UANOMATUYECKUM
aptputom (IOMA). Pe3ynbTaTbl €ro npuMeHeHUs NpoAEMOHCTPHUPOBaHbI B MHOMOLEHTPOBBIX M HaLlMOHa/IbHbIX UCC/IEA0BaHN-
ax. Lenb nccnepoBaHnsi — oLeHUTb 3OEKTUBHOCTb M 6€30MacHOCTb NPUMEHEHUS aTaHepLenTa y eTel ¢ HECUCTEMHbIMU
BapuaHTamu KOUA, onpenenntb nNpeanKTopbl JOCTUKEHUS PEMUCCHUM U PaKTOpbl pUCKa pa3BUTUS 060CTpeHni. MeToabl.
B peTpocrneKTMBHOM KOropTHOM MCCAEN0BaHMM MpoaHaan3npoBaHbl pe3yibTatbl Je4eHUs: (PEMUCCHUS, OBOCTPEHUS, HEXE-
natesibHble SIBJIEHMS) 3TaHEPLIENTOM y AeTei ¢ HecucTeMHbiMu popmamu tOUA. MuHuMabHbIN Nepuos OTCAEKMBaHNUS
ncxonoB mccnefoBaHus — 6 mec. Pesyabtatbl. [lepuog pemuccnum B TeveHne 6-36 mec Hactynmn 'y 77/131 (58,8%),
ob6ocTpeHusi pas3Buancb y 18/129 (14,0%) 60abHbIX. [TpeanKTopamu JOCTUMKEHUS pemucceum 6bian Bo3pacT gebiota KOUA
< 8 n1eT [oTHOCcHTeNbHbIN pucK (OP) 2,05; 95% foseputensHbin nHTepBan (AN) 1,27-3,23], Bo3pacT Ha3Ha4YeHUs1 aTaHep-
uenta < 10 net (OP 1,7; 95% AN 1,22-2,38), Bpemsi 60/1€3HU 40 Ha3HavyeHus aTaHepuenta < 2,5 net (OP 2,4; 95% AN
1,4-4,4), Hann4ne aHTureHa HLA-B27 (OP 2,15; 95% [N 0,98-4,75; p = 0,06). PucKk o60CcTpeHmit 6bii1 Bbille y aeTen
C roanapTUKyIsspHbIM BapuaHTom IOUA (OP 2,7; 95% AN 0,9-8,2; p = 0,08), Toraa KaK Mcrnosb3oBaHMe MeToTpeKcata
B Tepanuu cHmxano puck oboctperumit (OP 0,32; 95% [N 0,1-1,15; p = 0,05). StaHepLenT o npu4nHe nepBuYHON (yay4-
wene o kputepmam AKP,,, 4epe3d 3 mec Tepanmm < 30%) nam BTOpu4HOM (noteps paHee JocTurHytoro = 30% yiy4ieHns)
Hea(pOeKTMBHOCTHU 6bl1 OTMEHEH ¥y 14/152 (9,2%) 60/1bHbIX, yBEUT de novo pa3Buics 'y 8/152 (5,3%) nauneHToB, peakumm
B MecCTe MHbeKUumn — y 6/152 (4,0%). 3akno4deHne. Tepanus, BKIOYalolas aTaHepLENT, ¢ 60/blUe BEPOSITHOCTbIO MHAY-
uMpyeT pemMuccuio y nalMeHToB Maajlwero Bo3pacta npu gebiote KOMA B Bo3pacTe 40 8 neT U AINTE/IbHOCTM aHaMHe3a
meHee 2,5 neT. BbICOKMII pUCK 060CTPEHMI OTMEYEH y NauMUeEHTOB C MOANapPTUKYISIPHbIM tOMA, HU3KMI — Y 101y4aBLUMX
B cocTaBe KOMOUHMPOBaHHOM Tepanum MeToTpeKcar.

Knro4deBble cnoBa: 4eTH, 10BEHW/IbHbIN MANMONATUYECKNI @apPTPUT, STAHEPLENT, peMUCCHs, 060CTPEHUS, aKTOPbI PUCKA.

(Ana ymtnpoBanunsa: Koctuk M.M., YukoBa U.A., UcynoBa E.A., JlnxayéBa M.H., JluxauyéBa T.C., [ly6ko M.d., Macano-
Ba B.B., CHerupéna JI.C., lanpap E.B., KanawHukoBa 0.B., YacHbik B.T. Pe3ynbraTtbl Nle4eHus aTaHepuenTom JeTen
C HECUCTEMHbIMW BapuaHTamu IOBEHWUbBHOTO MAMONATMHECKOro apTpuTa: AOCTUKEHUE PEMUCCUU, Pa3BUTUE 0BOCTPEHMI
N HexenaTenbHbIX SBIEHUN. PeTpocneKTMBHOE KOropTHOE wuccrnegoBaHue. Borpockl coBpemeHHon negmnatpmn. 2018;
17 (2): 138-147. doi: 10.15690/vsp.v17i2.1880)

OBOCHOBAHME

HOBEeHUNbHbIN namMonaTnieckuin aptput (LOUA) — xpo-
HUYecKoe BocnanuTesbHoe 3ab0o/ieBaHUe CyCTaBOB HeEW3-
BECTHOM NPUPOAbI, ANWUTENbHOCTbIO 6onee 6 Hepn, pas-
BMBaloleecs B Bo3pacte fo 16 net [1]. MetoTpekcar
SBNSIETCS «30/10TbIM CTaHAapTOM» Tepanuu nauueHToB
C HecucTeMHbiMu BapuaHTamun HOUA npu HeadPeKTUBHO-
CTW HECTEpPOWAHbIX NMPOTUBOBOCMANUTENbLHBIX MpenapaToB
M BHYTPUCYCT@BHbIX WHBEKLIUMA TJIIOKOKOPTUKOCTEPOUIOB
(FKC) y nauMeHToB € ONUroapTUKYNSapHbIM cyeTrunom tOUA,

a TakXKe Tepanuen nepBov NIMHUMKM Y MaUMEHTOB C MOSU-
apTUKYNapHbIM cybTtunom [2]. lMpu oTcytcTBUM addeKTa
OT Tepanum MEeTOTPEKCATOM JIMGO MPU ero HenepeHocMMo-
CcTu nauuneHTam ¢ HOMA Ha3Ha4valoTCA FeHHO-UHXKEHEpPHbIE
6uonormnyeckme npenapatbl (FTMBM) [2]. TaK, y nayMeHToB
C HecucTeMHbiMK BapuaHTamun KOMA npu oTCyTCTBUKM yBEUTA
Hambonee 4acTo NpuUMeHsieTcsa aTaHepuenT [3] — pacTBo-
pUMbIN peLenTop K daKTopy HeKpo3a OnyxXxonu o, OAMH
13 Hanbonee 3HaYUMbIX MPOBOCNANUTENbHbIX LLUTOKMHOB,
yyacTtByowmx B natoreHese HOUA [4]. STaHepuenT — Xopo-



IO M3YYEHHbIW C TOYKK 3peHNs aIOPEKTUBHOCTM U Be3onac-
HocTu TUBI, npumeHsiembin B Tepanuu HOUA [5], — ncnosnb-
3yeTcs B KMHU4Yeckomn npaktuke ¢ 2000 r., a obuiemunpoBoe
YUCNIO MPONEYEHHbIX UM MauueHToB npesBbiwaeT 150 TbiC.,
13 HKUx 6onee 50 Tbic. — geTw [6]. NpruynHamMun Takon npueep-
EHHOCTU ABNAOTCA BblCOKas 3aPpdEKTUBHOCTb npenapara,
Xopolwmnn Npodusb ero 6€30MNacHOCTU, a TaKKe Haunydlime
dapMaKo3IKOHOMMYECKME NOKa3aTeNn NPUMEHEHUS B CpaB-
HeHun ¢ gpyrumu TMBIN [5, 7, 8].

B Poccuu npenapat ctan AOCTYMHbIM ANs MPaKTUYEeCKUX
Bpayer B 2010 r. PervoHanbHble NonynsLMOHHbIE OCOGEHHO-
CTU, YPOBEHb AETCKOM PEBMATONIONMYECKOW CNyKObl B peru-
OHax WKW rocyaapcTBe, AOCTYMHOCTb KBanuMduLMpPOBaHHOM
NMOMOLUM M LLeNoro psiaa JIeKapCcTBEHHbIX NpenapaToB fABAS-
toTca hakTopamun, MOAUPUUMPYIOLLMMU HE TONIbKO TeyeHue
60/1€3HU, HO ¥ BAMSIOWMMUK Ha mucxodbl [9]. Tak, Hanpumep,
oTcyTcTBME B Poccun nposoHrMpoBaHHbix TKC ans BHyTpu-
CYCTaBHOIO BBEAEHMUS, a TaKXe HWM3Kas NPUBEPIKEHHOCTb
OETCKUX PEBMATONIOrOB K 3TOMY METOAY ie4eHUs NpUBOAAT
K 6onee paHHeMy M 4aCcTOMy Ha3Ha4YeHWo MeToTpeKcaTa
nauueHTamMm € ONUroapTUKYNapHbIM BapuaHToM HOUA, yem
B CTpaHax 3anagHov EBponbl u CeBepHon AMeEpUKM, rae
BHYTPUCYCTaBHblE MHBLEKLMU CTEPOUAHBIX FTOPMOHOB SBAS-
I0TCA NEepBOW NMHWEN Tepanuu Takux nauueHTos [2, 10].
OaHUM 13 GaKTopoB HM3KON IGPEKTUBHOCTM METOTpEKcaTa
aBnseTca Hanunyme y 60nbHbIXx FOMA 6enka 4yenoBevyecKoro
NnenKoumMTapHoro aHTureHa B27 (Human Leukocyte Antigens,
HLA-B27) [11]. M3BECTHO, YTO 3TOT @aHTUIEH accoLMmnpoBaH
¢ cy6tTnamun KOMA y asnmaTCKUX HapoaoB, a TaKXKe Yy KOpPEH-
HbiX HapogoB Cesepa Poccum [12, 13]. HepocTtaTo4yHas
3ODEKTUBHOCTb METOTPEKCATa Yy TakKuX 60MbHbIX Tpebyet
HasHa4veHusa MBI, a uMmeHHO 6/10KaToOpPOB GaKTopa HEKpOo3a
ONyxoNnu «, Yale, YeM MpPU KNACCUYECKUX ONMIO- U MOU-
apTUKYNspHbix BapuaHtax tOMA [11, 14]. Bbicokas 4yacToTa

BCTpeYyaeMocTh aHTureHa HLA-B27 moxeT 6biTb GaKTopoMm,
YMEHbLWAaLWMM SO0 NAaLUMEHTOB C YBEUTOM cpeaun 60/bHbIX
FOMA B HEKOTOpPbIX perMoHax, 4To TaKKe BAUSET Ha BbIOOP
NeKapCTBEHHbIX NPenapaToB M onpeaensieT ucxoabl 3abone-
BaHua [15].

Llenb uccnepgoBaHUs — OLEHUTb 3PPEKTUBHOCTb
1 6e30MacHOCTb NPUMEHEHUS aTaHepLenTa y AeTEN C HECUC-
TeMHbIMK BapunaHTamu HOUA, a TaKe onpeaenutb npeau-
KTOPbI AOCTUXKEHUS PEMUCCUM U GaKTOPbI pUCKa 060CTPEHMS
60nesHu.

METOAbI
Aun3aiH uccnegoBaHus
lpoBeaeHoO pPeTPOCNEKTUBHOE KOrOPTHOE UCCNeoBaHM1e.

Kputepuu cooTBeTcTBUSA
Kputepnn BKIOYEHUS:

e et B Bo3pacTe oT 1 roga Ao 17 NeT ¢ HECUCTEMHbIMM
BapuaHTamu HOUA;

° BMepBble Ha3Ha4YeHHasa Tepanus aTaHepLLENTOM;

® Hanuyune nHdopmaumm 06 ncxogax FOUA (pemuccus, 060-
CTpeHue).

[lvarHocTUYECKUE KpUTEPUU

OwnarHos OUNA yctaHaBnuBanuM no 3anucamMm B UCTOPUAX
60ne3Hu. K yncny HecucteMHbIx BapuaHToB HOWMA oTHOCKAK
pPacnpoCTPaHSOWMNCT U NEPCUCTUPYIOLWUIA ONUF0apPTUKY-
NIIPHbIA BapuaHTbl, HEraTUBHbIK U MO3UTUBHbLIA NO peBMa-
TouaHomy daktopy (PP) nonvapTUKynspHble BapuaHThI,
NncopuaTUYECKUN apTPUT; apTPUT, CBASAHHbLIN C 3HTE3UTOM,
U HegnddepeHUMpoBaHHbIM apTpUT. ONUroapTUKYASPHbIN
BapuaHT lONA ycTaHaBAuBaACca Npu Hanmunum < 5 akTUBHbIX
CYCTaBOB, MONMAPTUKYASPHBIA — MPU HaNKM4MKM = 5 aKTuB-
HbIX CyCTaBOB A0 Havana Tepanuun aTaHepL.EenTOM.

Mikhail M. Kostik, Irina A. Chikova, Eugenia A. Isupova, Maria N. Likhacheva, Tatyana S. Likhacheva,
Margaruta F. Dubko, Vera V. Masalova, Ludmila S. Snegireva, Ekaterina V. Gaidar, Olga V. Kalashnikova,

Vyacheslav G. Chasnyk

St. Petersburg State Pediatric Medical University, St. Petersburg, Russian Federation

Etanercept Treatment Results in Children with Non-Systemic
Juvenile Idiopathic Arthritis: Remission, Recrudescence,
and Adverse Events. Retrospective Cohort Study

Background. Etanercept is a biological drug most commonly used in patients with juvenile idiopathic arthritis (JIA). The results of its
use are showed in local studies. Objective. Our aim was to evaluate the efficacy and safety of the use of etanercept in children with
non-systemic JIA, to determine the predictors of remission and the risk factors for the development of exacerbations. Methods. In a
retrospective cohort study, the results of etanercept treatment (remission, exacerbations, adverse events) in children with non-systemic
JIA were analyzed. The minimum follow-up period was 6 months. Results. The period of remission within 6—36 months occurred in
77/131 (58.8%), exacerbations developed in 18/129 (14.0%) patients. Predictors of achieving remission were the age of JIA onset
< 8 years [relative risk (RR) 2.05; 95% confidence interval (Cl) 1.27-3.23], the age of prescribing etanercept < 10 years (RR 1.7,
95% Cl 1.22-2.38), the time of the disease prior to etanercept prescription < 2.5 years (RR 2.4, 95% Cl 1.4-4.4), the presence of
HLA-B27 antigen (RR 2.15, 95% Cl 0.98-4.75; p = 0.06). The risk of exacerbations was higher in children with polyarticular JIA
(RR 2.7, 95% Cl 0.9-8.2; p = 0.08), whereas methotrexate therapy reduced the risk of exacerbations (RR 0.32, 95% Cl 0.1-1.15;
p = 0.05). Etanercept was discontinued due to primary (improvement by the ACRg; Criteria after 3 months of therapy <30%) or
secondary (loss of previously achieved = 30% improvement) failure in 14/152 (9.2%) patients; de novo uveitis developed in 8/152
(5.3%) patients; reactions at the injection site — in 6/152 (4.0%) patients. Conclusion. Therapy involving etanercept is more likely
to induce remission in younger patients with JIA onset at the age of 8 years and a history of less than 2.5 years. A high risk of
exacerbations was noted in patients with polyarticular JIA, and low one — in those receiving methotrexate as a part of combined therapy.
Key words: children, juvenile idiopathic arthritis, etanercept, remission, exacerbations, risk factors.
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YcnoBus npoBepeHusa

M3yyann uctopmm 60n1e3HM 60/bHBIX C HECUCTEMHbIMU
BapuaHTamu HOUA, y KOTOpbIX Tepanusa aTaHepuenTom Gbina
nHuummposaHa B Knnuuke ®IrbOY BO «CaHKT-MeTepbypreckui
rocyAapCTBEHHbIN MeanaTpuyecKun MeanLMHCKUIA YHUBED-
cutem™ MuHaapaBa Poccuum (CaHkT-TNeTepbypr). MNepunog yye-
Ta AaHHbIX — ¢ nona 2010 no anpenb 2017 .

Ucxoabl uccnegoBaHus

OCHOBHOW MCX04 MCCAenoBaHMS: OLeHKa 3OPEKTUBHOCTM
(mOCTMKEHUE peMUCCUN U pa3BHUTUE 060CTPEHMI) M 6e30nacHo-
CTV (BO3HUKHOBEHMWE HEeXenaTeNbHbIX SBNEHUM) aTaHepuenTa.

/JlonosHnTEeIbHbIE MCXO0Abl MCCAEA0BAaHMS: NPEANKTOPbI
NOCTUXKEHUS PEMUCCUUN U PA3BUTUS OBOCTPEHUN.

MeTtoabl perucTtpauum UCXo[0B
NCTOYHMKOM mHPOpMauMK AN onpeaeneHns MUCxoaoB
nccnefoBaHus U 3Ha4YeHW NoKasaTenen, NoTeHUManbHbIX Npe-

[MKTOPOB 3TUX UCXOA0B, BblN NCTOPUKU 6ONE3HU NALMEHTOB.
HacTtynneHue pemuccun yctaHaBaMBaAU COMMacHO Kpu-

Tepusam C. Wallace (2004) [16]:

e QTCYTCTBME CYCTaBOB C aKTMBHbIM apTPUTOM; OTCYTCTBME
JIMXOPaAKK, CbIMKW, CEPO3UTa, OpraHomeranuu, reHepa-
/IM30BaHHOM NUMdageHonaTtuun; HopMasbHble 3Ha4YeHus
CKOpOCTU oceaaHus aputpoumToB (CO3) M KOHLEHTPaLUK
C-peaktuBHoro 6enka (CPB);

e QTCYTCTBME aKTMBHOCTM 60/IE3HM MO OLEHKe Bpaya
(mo 100-MUNIMMETPOBOW BU3YaSibHOW aHaNoOroBOW LWKa-
ne, BAL); anuMTenbHOCTb yTPEHHEN CKOBAHHOCTH < 15 MUH.
O60CTpeHne ycTaHaBAMBaNAW MO HaMMYUIO KaK MWHU-

Mym 30% yxy[leHUs COrnacHo neanaTpuyecKUM Kputepu-

M AmMepuKaHcKon Kossiern pesmatonoros (AKP..,.) [17].

HexxenatenbHblM iBeHWem cuntanu ntoboe HebnaronpuaTHoe,

C MEeAMLUMHCKOM TOYKM 3peHusi, cobbiThe, BO3HMKLIEE Yy 60/b-

HOro nocne BBeAeHUs 3TaHepuenTa. B uyucne Hexkenatenb-

HbIX IBIEHWM paccmaTpuBanv nepBuYHyl0 HeadPEKTUBHOCTD,

KOTOPYIO YyCTaHaBAMBaNM MPU HEBO3MOXHOCTU [OOCTUMKEHUS

30% yny4wenns no kputepuam AKP.,, yepes 3 mec Tepanuu,

N BTOPUYHYIO HEIPDEKTUBHOCTb NPU MoTepe AOCTUIHYTOro

paHee Kak MuHUMYM 30% yny4ylieHust no kputepusm AKP .
Ona  oueHKM 9DPEeKTUBHOCTU NeYeHUs y4UTbiBaIU

OVHaAMWKY 4YMClla aKTUBHbIX CYyCTaBOB, 4uc/a OONEe3HEH-

HbIX CYCTaBOB, 4YMCfa MPUMyXWKX CYCTaBOB, YUCna cycTa-

BOB C OrpaHM4yeHHOM (YyHKUMEN, OOLEN OLEHKM BpavoMm

aKTUBHOCTM apTpuTa, 06LWEN OLEHKM poaUTENEM/3aKOHHbIM

OMEeKyHOM/NaunMeHTOM aKTUBHOCTM 3aboneBaHus ¢ UCMONb-

3o0BaHMeM BALL, rge «O» 03Ha4yaeT OTCYTCTBME aKTUBHOCTU

apTpuTa/3abonesaHus, a «100» — ee MaKcUMalbHylO CcTe-

NeHb BbIPaXXEHHOCTU. PoanTesnb/3aKOHHbIM NpeacTaBuUTeNb

[laBan OLEHKy B TOM C/ly4ae, ec/iv NaumeHT B Cuily Bo3pacTa

M6O COCTOSAHUSA 340POBbS HE MOr 3TOro caenatb Camo-

ctosATeNbHO. M3 yncna nabopaTtopHbIX TECTOB OLIEHMBANUCh

peadynbtatbl CO3 1 KoHueHTpaumm CPB. [Ina KomniaeKCcHowm
oueHKKM aKktuBHocTh KOMA mncnonb3osancsa nHaekc JADAS71

(Juvenile Arthritis Disease Activity Score), paccunTbiBaembIn

C UCnonb30BaHWeM 3Ha4YeHUM 06LLEN OLLEHKM BPaYOM aKTUB-

HOCTW apTpuTa, 0OLLEV OLEHKM COCTOSIHUSA 340P0BbS pebeH-

Ka poauTenem/3aKoHHbIM OneKyHoM/nauueHTom (no BALL),

Yyncna aKTMBHbIX CyCTaBOB (OLEHKa 71 cycTaBa), HopMannao-

BaHHoro COJ, koTopoe paccyuTbiBaeTcs No Gopmyne:

(C03-20)/10,

npu atom CO3 > 120 npupasBHuBanocb K 10, < 20 —
K Hynto [18].

3HayeHnsa BCex NepeyvucneHHbiX Bbille MoKa3aTtenen
OTHOCMIUCb K Mepuody HEMOoCPeACTBEHHO nepen nepsBbiM

Ha3Ha4YeHWem aTaHepLenTa, 3aTem — K nepuoay ¢ 6-mecsy-
HbIM MHTepBanom (£ 1 mec). Y oTaenbHbIX NaLMEHTOB AaHHble
0O COCTOSIHUW 340POBbA U NMPOBOAMMOM N€4YEHUM OTCYTCTBO-
Banu Mo NpUYNHE NPOAOIKEHUSA Tepanum No MecTy XKUTesb-
CTBa, nepexoae pebeHKka BO B3POC/YIO CETb, CMEHE PerMoHa
NPOXWBaHUA UK CTaLMoHapa HabaaeHUS.

JTnyeckasn aKcnepTusa

JKcnepTM3a NPOTOKOoAa UCCNe0BaHUSA ATUYECKMM KOMMU-
TETOM He npoBoaunacb. MaumeHTbl U UX 3aKOHHble npega-
CTaBWUTENM NP rocnuTann3anmmn noanuceiBann MHGOPMUpPo-
BaHHOE corfacue Ha MCnofib3oBaHWe pe3ynbTaToB o6cneso-
BaHWS U IEYEHUS C Hay4yHOW Lienbio (MHbopmauus nonyvyeHa
M3 UCTOpUIN 60ne3Hn). Bce aaHHble 0 nauneHTax 6blan aHo-
HUMMU3MPOBAHDI.

CtaTucTMYECKU aHaNun3

AHanM3 nonyyYeHHbIX AaHHbIX BbINOAHEH C MPUMEHEHU-
€M MaKeToB CTaTUCTMYecKMx nporpamm Statistica v. 10.0
(StatSoft Inc., CLLUA) n MedCalc (MedCalc Software, benbrus).
Onu1caHne KONMYeCTBEHHbIX MOKa3aTesien BbINMONHEHO C YKa-
3aHWeM MeaunaHbl (25-i; 75-i npoueHTunm). CpaBHeEHME KONK-
4YeCTBEHHbIX NMOKasaTenew B AByX HE3aBMCUMbIX rpynnax npo-
BOAWAM C MOMOLWbIO KpUTEpns MaHHa—YWUTHU, Ka4eCTBEHHbIX
nokasatenen — C MNoMolLblo Kputepus [lupcoHa (Xz) nnu
TOYHOro Kputepusa duepa (F-pacnpeneneHune) B cnyyae, ecnu
OXMaaemas 4actoTa B OAHOM U3 a4yeeK Tabnuubl 2X2 6blna
< 5. [InA cpaBHEHWS KOMMYECTBEHHbLIX MEPEMEHHbIX ABYX
3aBUCMMbIX (00-NOCe) rpynn Ucnosib3oBanu TecT BUAKOKCOHa,
ONs KaTeropuanbHblX NepemMeHHbix — TecT MakHemapa. Ans
CpPaBHEHMS KONMMYECTBEHHbIX NEPEMEHHBLIX TPEX M 60Nee 3aBK-
CUMbIX FPYNn Mcnonb3oBanu Tect Ppugmara.

Cnoco6HOCTb Ka4YeCTBEHHbIX MEPEMEHHbIX ANCKPUMUHU-
poBaTb rpynmnbl ¢ pa3Hon 3QOEKTUBHOCTLIO TIeYEHUS (AOCTU-
EeHWe pemMuccun — pga/HeT, BO3HUKHOBEHUe ob6ocTpe-
HWUS — Aa/HeT) U3yvyanu nNyTemMm BblYUCAEHUS CNeLndUYHOCTH
M YyBCTBUTENbHOCTU. NS KONMYECTBEHHbLIX MEPEMEHHbIX
onpenensnn noporosoe 3HavyeHune, ucnonblys ROC-aHanm3a
(onpegenexHune oTpesHblx 3Ha4yeHun npu nomowmn AUC-TecTa;
Area under the curve — nnouwagb nog KpuBon). B KavectBe
NMoporoBoro NPUHUMaNoOCb 3HavyeHwe, obnajatouiee Hau-
6oNblen 4yBCTBUTENIbHOCTbIO U CNeUUPUYHOCTbIO OAHO-
BPEMEHHO (BbIYUCNEHUSA BbIMNOMHEHbI C WMCMOAb30BAHWEM
nporpammbl MedCalc). C yyeToM onpeneneHHoro noporo-
BOr0 3Ha4YeHnss GopMMPOBaIn HOBble KadeCTBEHHbIE Nepe-
MeHHble, rae «O» — 3HaYeHne NprM3HaKa HU¥Ke MOPOroBoro,
«1» — Ha ypOBHE MOPOroBOro M BhIlE.

AHanu3 BbIXKMBAEMOCTU C AOCTUXKEHWEM CTaTyca pemuc-
CUM UM 0BOCTPEHUS KaK MHTEpEeCyolMx COObITU MPOBO-
auncs npu nomMouwmM KpuBbix KannaHa—Menepa. KpuBble
BbI)XMBAEMOCTU CpaBHMUBA/IMCb C MOMOLWbIO TecTa log-rank.
HezaBucKuMble NPeAMKTOPbl AOCTUMKEHUS PEMWUCCHUM U pas-
BUTUS 06OCTPEHMI yCTaHaBAMBaANM MPY NOMOLLM MOAENM NPO-
NOpLIMOHaNbHbIX PUCKOB KoKca nyTeM BK/OYEHMS B aHanu3
Ka4yeCTBEHHbIX NoKa3aTeNnen, CBA3aHHbIX C aHaIn3nMpyembiM
nMcxoaoM 60ne3HU, Mo AaHHbIM OAHOMAKTOPHOro aHanusa.
[MpOrHOCTUYECKYIO LEHHOCTb NoKa3aTesien ONUcbiBaan BeK-
YMHOM oTHOcuTenbHoro pucka (OP) n 95% posepuTenbHOro
nHTepBana (QW) c/6e3 y4eTa BpEMEHN Pa3BUTUS UHTEpPECY-
IOLLIMX COBLITUIM C NPUMEHEHNEM TabnuL, 2X 2. CTaTUCTUYECKH
3Ha4YUMbIMU CYUTANM PaA3INYUa UK cBa3u npu p < 0,05.

PE3YJIbTATbI

XapaKTepucTuKa BbiIGOPKU

XapaKTepucTnKa NaLuMeHToB ¢ HECUCTEMHbIMW BapuaH-
Tamu HOUNA (n = 152), gaHHbIe KOTOPbIX OblM BK/OYEHbI B
nccnegosaHue, npuBeaeHa B Ta6n. 1. MNauneHTbl 661K Npea-



Ta6nuua 1. XapakTepucTUKa NauMeHToB ¢ HECUCTEMHbIMK BapuaHTamu tOUA, BKIIOYEHHbIX B UccneaoBaHune
Table 1. Characteristics of patients with non-systemic JIA included in the study

Mokasarenun 3HaveHusn
[eBouyKu, abe. (%) 101 (66,4)
BoapacT gebiota tOUA, net 4,8 (2,3;8,5)
Mpeapacnonaratowmin paxktop, abe. (%)
e TpaBMma cycTaBa 16 (10,5)
* UHbEeKLMOHHOe 3aboneBaHne 34 (22,5)
Bo3spacT Havana Tepanuu aTaHepL.enToMm, neT 9,6 (5,9;13,7)
e Bpems oT Aebiota OWA, net 2,4(1,2;5,7)
Cy6tunbl KOMA no MKB-10, a6c. (%)
e MO08.0 OPA (P®-) 91 (59,9)
e MO08.0 HOPA (Pd+) 6(3,9)
e MO08.10AC 15(9,9)
e MO08.3 HOXA 15(9,9)
e MO08.4 IOVA, nayunapTUKyNSapHbIA BapuaHT 5(3,3)
e MO08.8 [pyrve tOA 13(8,6)
e MO08.9 l0A, HeknaccuduLmpyemblii 1(0,7)
e MO09.0 HOA c ncoprasom 6(3,9)
BapuaHTbl TedyeHus tOUA, a6ce. (%)
®  ONIMr0aPTUKYNSPHBIN 67 (44,1)
®  NONMAPTUKYNSPHbIN 85 (55,9)
AHTUHYKNeapHbI dakTop (+), abce. (%) 40/136 (29,4)
HLA-B27 (+), a6c. (%) 23/82 (28,0)
Tepanusi (Ha MOMEHT Ha3Ha4YeHns aTaHepLenTa), abe. (%)
e HMBM 27/143(18,9)
® [JIIOKOKOPTUKOCTEPOUbI 70/144 (48,6)
e cynbdacanasuH (MoHoTepanus) 5/144 (3,5)
® MeToTpeKcar 138/144 (95,8)
® KOMOGWHWPOBaHHas Tepanusa™* 32/144 (22,2)
MpumeHeHune M'MBI (4o Ha3HavyeHus aTaHepuenTa), aée. (%) 20/152(13,2)
*  UHPNIMKCMMab 4(2,6)
e abatauent 8(5,2)
° ajanumymab 5(3,3)
e TouMnM3lymab 3(1,9)

MpumevaHue. * — KOMBUHaLUMS METOTPEKCaTa ¢ cynbdacana3mHoM, LIMKIOCMOPUHOM, NedayHOMUAOM UIIU TMAPOKCUXIOPOXUHOM.

IONA — toBeHUNbHbIN nanonaTtnuyeckun apTpuT, KOPA — 0BeHUbHbIN peBMaTonaHbi apTpuT, KOAC — 0BEHWNbHbBIN @HKUIO3UPYIOLLMIA
crnoHaunoapTpuTt, FOA — oBeHUNbHbIM apTpuT, KOXA — 10BEHWUSIbHbIN XPOHWYECKUIA apTpuT, PO — peBmaTouaHbii paKkTop,

HMBIM — HecTeponaHbi NpoTMBOBOCNanuTenbHbIM npenapat, TMBI — reHHOo-UHXeHepHbIN 6UONOrMYEeCKMI Npenapar.

Note. * — combination of methotrexate with sulfasalazine, cyclosporine, leflunomide or hydroxychloroquine. OMA — juvenile idiopathic
arthritis, KOPA — juvenile rheumatoid arthritis, KOAC — juvenile ankylosing spondylitis, KOA — juvenile arthritis, OXA — chronic juvenile
polyarthritis, P® — rheumatoid factor, HMBIN — non-steroidal anti-inflammatory drug, T'MBI — genetically engineered biological drug.

CTaBfieHbl NPEeUMYyLLEeCTBEHHOW rpynnon P®d-HeratuBHOro
nonvapTtpuTa, ¢ 60nbWKUM 06bemMoM conyTcTBytouen MKC-
TepanuMuM Ha MOMEHT MHWUMaLMWM Tepanuu aTaHepLenToMm.
B nogasnstowem 60/bLUIMHCTBE CNyYaeB nauneHTbl He UMe-
K onbITa npeauwecTsytollero nevyeHns MNMbr.

OCHOBHbIe pe3ynbTaTbl UCCNIE40BaAHUS

3¢ppekTuBHOCTbL TEPANUN

Ha ¢oHe Tepanuu, BrItoYaBLen aTaHepuenT (0,8 mr/Kr
NOAKOXHO 1 pa3/Hen), NPOAOIKUTENBHOCTbIO 6 Mec U 6onee
(max 60 mec), meanaHa 24 mec (12; 30), xoTa 6bl 0O4HOKpPAT-
HO pemuccus 6bina gocturHytay 77/131 (58,8%), npu atom
40Ns NauueHToB, AOCTUTUMX PEMWCCUM, YBEIUYMBanachb
COOTBETCTBEHHO A/IUTENIbHOCTU Tepanuu (Tabn. 2). Pazsutue
060CTpeHUst (xoTa 6bl OAMH 3MWM304 B TeYeHwe nepuoga
OTCNEeXMBaHUSA) 6b110 ycTaHoBneHo y 18/129 (14,0%).

He)xenatenbHble iBNE€HUSA

3a Bpema HabnwgeHusa (6—60 mec) aTaHepuenT OTMe-
HAAM B CBSABU C pPa3BUTMEM MNEPBUYHOM WKW BTOPMYHOM
HeadpdeKTnBHOCTH ¥y 14 (9,2%) M3 152 60nbHbIX, BCned-

cTBUe pa3Butus yeeuta de novo —y 8 (5,2%); ewe y 1 (0,7%)
nauveHTa oTMeHa 3TaHepuenTa 6blia cBi3aHa C pa3BUTH-
eM 3K3aHTembl, ¥ 5 (5,3%) — no apyrum npuynHam (HEBO3-
MOXHOCTb 06ecneyeHns npenapaTtom No MeCTy XKUTeNbCTBa
WKW NpU Nepexoae BO B3POCAYIO CeTb, HEXKenaHue poau-
Tenen/nauneHTa nNpoaomKaTtb Tepanuto). [Apyrux cepbes-
HbIX HeXenaTenbHblX ABMEHUI, BKIOYAsA TaKenble MHPEK-
LMOHHblE 3aboneBaHusa, TpeboBaBLIMX FOCNUTanM3auuu,
He 3adMKCHMpPOBaHO.

[lononHuTenbHble pe3ynbTaTbl UCCNIEA0BAHUSA

MpeamKTOpbI AOCTUXKEHUS pemucchuu FOUA

YCTaHOBAEHO, YTO NaUMEHTbI, AOCTULLNE PEMUCCHUU, UME-
I MeHblKK Bo3pacT aebiota KOMA 1 Bo3pacT Ha3HauYeHUs
aTaHepuenTa (Tabn. 3).

OCHOBHbIMW NPeAnKTOpaMu AOCTUMKEHUS PeMUCCUM (AaH-
Hble 0AHOMAKTOPHOro aHanm3aa) 6bi1M Bo3pacT aebiota OUA
< 8 net (OP 2,05; 95% AN 1,27-3,23; p < 0,001), BO3-
pacT Ha3HavyeHusa ataHepuenTta < 10 net (OP 1,7; 95% AU
1,22-2,38; p < 0,001), Bpems A0 Ha3dHayeHus aTaHepuenTa
< 2,4 roga (OP 1,5; 95% A1 1,1-2,03; p = 0,007) (Tabn. 4).
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Ta6nuua 3. CpaBHUTENbHAsA XapaKTEPUCTUKa NaLMeHTOB* B 3aBUCMMOCTH OT JOCTUKEHUS PEMUCCUM NMPU TEPanuK, BKIIOYaBLLIEN 3TaHepLenT

Table 3. Comparative characteristics of patients* depending on the achievement of remission with therapy involving etanercept

fa(n=77) Het (n = 54)

[leBouKn, a6e. (%) 52 (67) 33(61) 0,450
BoapacT gebiota tOUA, net 3,9(12,3;7,1) 6,5(2,6;11,8) 0,015
Bo3pacT Ha3HavyeHus aTaHepuenTa, net 8,0(4,4;11,5) 11,9 (8,2; 15,3) 0,001
Bpemsi o HasHavyeHus aTaHepLenTa, et 1,9(1,1;5,3) 3,4(1,3;5,3) 0,124
JlenKkouuTsl, ><109/n 7,0 (5,6;8,7) 6,6 (5,7;8,4) 0,742
Tpom60oLMUTBI, ><109/J1 327 (279; 375) 312 (250; 352) 0,167
[emorno6wmH, r/n 124 (117;132) 125 (116; 134) 0,742
€093, MM/4 8(3;14) 10 (6; 17) 0,241
CPB, mr/n 2,1(0,8;6,3) 1,7(0,9; 3,3) 0,423
YBC, at6e. 2(0; 5) 2,0 (0; 8) 0,438
4rc, a6e. 4(1;13) 4(2:11) 0,840
4COD, a6ce. 3(1;9) 3(1;12) 0,739
YAC, a6e. 5(2;14) 7(3;16) 0,455
BALL (oueHKa Bpaya), MM 46 (32; 58) 38 (30; 58) 0,312
BALL (oueHKa poauTenem), Mm 48 (35; 65) 47 (35; 65) 0,659
JADAST71, 6annbl 15,7 (9,6; 26,4) 17,8(10,0; 27,8) 0,514
DK, a6ce. (%)

o | 14 (20) 6(13) 0,339
o | 51 (72) 40 (83) (df=2)
o Il 6(9) 2(4)

MonuapTpuT, a6e. (%) 39/70 (56) 31/61 (62) 0,575
P (+), a6C. (%) 2/71(3) 4/52(8) 0,215
AH® (+), a6c. (%) 23/70 (33) 12/49 (25) 0,324
HLA-B27 (+), a6c. (%) 12/40 (30) 8/32(25) 0,638
KC, a6c. (%) 41/76 (54) 24/53 (45) 0,333
MeToTpeKcart, a6e. (%) 54/67 (81) 38/47 (81) 0,973

MpumevaHne. ¥ — HenocpeacTBEHHO Ha MOMEHT MHUUMaLWK Tepanuu. tOUMA — l0BeHWUIbHBIN nanonatnyeckuin aptput, CO9 — ckopocTb
ocefaHus aputpoumntoB, CPb — C-peaktnBHbIN 610K, H5C — yncno 6one3HeHHbIx cyctaBoB, YIMC — 4ncno npunyxwux cycTaBos,

YCO®d — yucno cyctaBoB € orpaHnyeHHon ¢dyHKumen, YAC — 4ncno akTmBHbIX cycTaBoB, BALL — Bu3yanbHas aHanorosas wkana,

JADAS (Juvenile Arthritis Disease Activity Score) — wkana aktuBHocTv OUA, PO — peBmatonaHbivi daktop, AH® — aHTUHYKNeapHbIn
dakTop, N'KC — rMIOKOKOPTUKOCTEPOUbI.

Note. * — immediately at the time of therapy initiation. OMA — juvenile idiopathic arthritis, CO9 — erythrocyte sedimentation rate,

CPB — C-reactive protein, H6C — tender joint count, HNC — swollen joint count, HCO® — restricted joint count, HAC — active joint count,
BALL — visual analogue scale, JADAS — juvenile arthritis disease activity score, ®K — functional class, P® — rheumatoid factor,

AH® — antinuclear factor, TKC — glucocorticosteroids.

Ta6nuua 4. MNpeanKTopbl AOCTUHKEHNS PEMUCCUM (AaHHblE MHOFOGAKTOPHOro aHanu3aa)
Table 4. Predictors for achieving remission (multivariate analysis data)

BospacT gebiota < 8 net 2,02 (0,88; 4,62) 0,095
BoapacT Ha3HayeHus aTaHepuenTa < 10 net 0,83 (0,42; 1,64) 0,591
Bpems oo HasHaveHus aTaHepuenTa < 2,4 roga 2,43 (1,37;4,31) 0,002

MpumevaHue. Mopens paccuutaHa Ha 131 naumeHTa; BolObIBLIME U3 aHanM3a NauUeHTbl MO OCHOBHbIM XapaKTepPUCTUKaM IOBEHWIbHOMO
MaMonaTMYECcKOro apTpuTa, ykadaHHbIM B Tab. 1 (p < 0,05), He OTIMYaNMUCh OT BKIIOYEHHbIX B @aHanu13.

Note. The model is designed for 131 patients; patients withdrawn from the analysis by the main characteristics of juvenile idiopathic
arthritis indicated in Table 1 (p < 0.05) did not differ from those included in the analysis.

Haunbonee 3Ha4MMbIMK MapameTpamu, acCoLMUMpPOBaHHbI- lpeauKTOpbI pa3BuTHUsa 060ocTpeHns IOUA
MU C BO3MOXHOCTbIO JOCTUMKEHWUS peMUCCUH, Bbinn BpemMs A0 Mpu aHanu3e NpUYMH PasBUTUS NMEPBOro ann3oga 060-
Ha3HavyeHusa aTaHepuenTa < 2,4 roaa (puc. 1), a TakKe Hanmuune CTPEHUS y NaLMeHTOB, JOCTUTLINX MeANKaMEHTO3HOM pemMuC-
aHTUreHa HLA-B27 (OP 1,85; 95% N 0,9-3,8; p = 0,095). CWWN, He BblI0 BbIIBNIEHO CTATUCTUYECKMN 3HAYUMbIX PA3STUUUIA
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Puc. 1. KymynatnuBHas BEpOSTHOCTb AOCTUKEHUSA pEMUCCUN

B 3aBMCHMOCTM OT CPOKOB Ha3Ha4yeHUs ataHepuenTa

(kpuBble KannaHa—Melepa)

Fig. 1. Cumulative probability of achieving remission, depending
on the time of etanercept prescription (Kaplan—Meier curves)

o Complete + Censored

log-rank TecT, p = 0,001
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B MCXOAHbIX (HA MOMEHT Ha3Ha4YeHUs aTaHepLienTa) NoKasa-
Tensax aktuBHocTn HOUA. MNMonnapTukynsapHeii BapuaHt OMA
noBbIlWaa PUCKKM pa3BuTUa obocTpeHun (OP 2,7; 95% AU
0,9-8,2; p = 0,078), Toraa KaKkK HanuMyuMe MeToTpeKcarta
B KayecTBe COMyTCTBYIOLEN Teparnuu CHUXKaNo pUCK 0060-
cTpenui (OP 0,32; 95% AN 0,1-1,15; p = 0,049) (puc. 2, 3).

OBCYXAEHMUE

Pe3lomMme 0CHOBHOIO pe3ynbTaTta uccinejoBaHus

B wuccnegoBaHuM noka3aHa BbiCOKad 3OOEKTUBHOCTb
M J0oNrocpoyHas 6e3onacHocTb ataHepuenta. Onpeaenexbl
NpeauKTopbl AOCTUMKEHMS PEMMUCCUUK: BO3pacT aebiota HOUA
< 8 neT, BO3pacT Ha3Ha4vyeHus ataHepuenTa < 10 neT, Ha3Ha-

Puc. 2. KymynsiTuBHas BepOSATHOCTb pa3BUTUS 060CTPEHMI

y leTei B 3aBUCUMOCTH OT Cy6THMNa IOBEHWUIBHOMO MAMONATUYECKOro
apTpuTa (KkpuBble KannaHa—Menepa)

Fig. 2. Cumulative probability of developing exacerbations

in children, depending on the subtype of juvenile idiopathic arthritis
(Kaplan—Meier curves)

YyeHWe a3TaHepuenTta B nepBble 2,4 roga oT age6iota HOUA,
Hanun4yue aHtureHa HLA-B27 n paKTopbl pUcka 060CTPEHUN —
nonnapTUKynsipHbii BapuaHT FOMA 1 oTcyTCTBME METOTPEKCA-
Ta B KayecTBe COMyTCTBYIOLLEN Tepanuun y nauneHtos ¢ HOUA,
nosy4yaBLUMX Tepanuio aTaHepLEenToOM (MPOAEMOHCTPMPOBaHa
pofib METOTPEKCAaTa B YMEHbLUEHWUM PUCKA OOOCTPEHNN).

0G6cyXaeHne OCHOBHOro pe3y/ibTata UcciegoBaHus

HecmoTpsa Ha U3y4eHHOCTb Pe3ynbTaTtoB ieyeHns 60sb-
HbIX OUA ¢ ucnonb3oBaHWeM aTaHepLenTa, UHTEPEC Uccne-
[foBaTefien K aToMy npenapaTty COXpaHsAeTCs, YTO MOATBEPIK-
[aetcs CTabubHbIM YMCIOM NyBGAMKaLMi B MeXayHapoaHOoM
nutepatype Kaxkabin rog. Tak, B 2007 r. 66110 ony6/AMKOBaHO
23 ctaTbu, a cnycta 10 net, B 2017 r.,— 22 cTaTbU B peLIEH-
3UPYEMbIX MHOCTPaHHbIX XypHanax B ceth PubMed (kntoye-
Bble cnoBa: etanercept, JIA) [19]. [TOMUMO KPYMHbIX MHOO-
NIEeTHUX MHOFOLEHTPOBbIX MCCNeAoBaHWi, HanpaBieHHbIX
Ha M3y4YeHue oTaaneHHon aPpEPEKTUBHOCTU M 6e30MnacHOCTH
[20, 21], exerogHO AeTCKME peBMaTOSIONM pa3HbIX CTpaH
ny6AMKYIOT JaHHble KaK JIOKalbHbIX PErucTpoB, TaK U peru-
CTPOB, OXBaTblBaloOWMX MNALMEHTOB LENOro rocyaapcrea
[6, 22]. HTepec peBMaTONOroB K pedyfnbTataMm, NofyYeHHbIM
M3 peanibHOW KIMHUYECKOW MpPaKTUKKU, CBA3aH C TEM, 4TO
B 60/blUMe MHOMOLEHTPOBbLIE KIMHUYECKWE UCCNeaoBaHuUs
BKJIOYalOTCH AafieKo He Bce nauueHTbl. [pobnema HecooT-
BETCTBUS TAKECTU NALMEHTOB, BKIOYEHHbIX B KIMHUYECKUE
UCMbITaHKUS, W TeX, KTO NOyYaeT jiedeHne B peanbHOn Kiu-
HWYECKOM NpaKTUKe, He HoBa. MHorne uccnegoBaTenm noa-
HMMatOT BONPOC, HACKOMbKO pe3ybTaThbl «padUHUPOBAHHbIX»
KIMHUYECKUX MUCMbITAHWUM MOTYT OblTb 6€360/1€3HEHHO 3KC-
TpanoanpoBaHbl B peanbHY0 KIMHUYECKYIO NpaKTKKy [23].

C MOMEHTa nepBoro uccnenoBaHus, onybMKOBaHHO-
ro D. Lovell u coaBT. B 2000 r. [5], CyWweCTBEHHO WU3MEHMU-
IMCb NOAXoAbl K MPUMEHEHMIO 3dTaHepuenTa Yy NauMeHToB
¢ FOUA. TaK, no gaHHbIM HEMeLLKOro peructpa BiKer, 3a 12 net
HabnogeHns ataHepuent ans nedexHua HOWA ctanu npume-
HATb 3Ha4yuTenbHO paHblwe (B 2000 r.— 4epe3 4,5 roaa,
a B 2012 r.— yxKe 4eped 2 roga oT AebioTa 3aboneBaHns),

Puc. 3. KymynsiTuBHas BepOSTHOCTb pa3BUTHUS 060CTPEHM

y leTeil B 3aBMCUMOCTM OT UCMO/b30BaHWs B Tepanuu
MeToTpeKcaTa (KpmBble KannaHa—Menepa)

Fig. 3. Cumulative probability of developing exacerbations

in children, depending on the use of methotrexate in therapy
(Kaplan—Meier curves)
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lMpumevaHne. OA — 0NUroapTUKYNSPHBIN apTpuT,
MA — NoAMapTUKYNAPHBIA apTpuUT.
Note. OA — oligoarticular arthritis, A — polyarticular arthritis.

lpumedaHne. MTX — MeTOoTpeKcart.
Note. MTX — methotrexate.




4YTO NPUBENO K 3HAYUTENbHOMY YBEIMYEHWIO A0NW NauMeH-
TOB, gocturwmnx 70% ynydweHus no kputepmam AKP (¢ 41%
B 2000 . go 51% B 2012), a TaKKe OOCTUTLIUX PEMUCCUN
(c 20 po 43% cooTBeTCTBEHHO). [pn 3TOM 6Gonee paHHee
Ha3Ha4vyeHue aTaHepLenTa U 60s1ee BbICOKMI MPOLEHT ycrneLl-
HOro flevyeHns Gbll acCoUuMMPOBaH C MEHbLUIMMU OGbemamu
conytctBytowen Tepanun (FTKC, metotpekcart) [24]. MNpu peTpo-
CNEeKTUBHOM oueHKke 173 nauuneHtoB ¢ HOUA, nonyyasLlumx
Tepanuio aTaHeEpPLLENTOM B peanbHOW KIIMHUYECKOM MPaKTUKe,
BEPOSATHOCTb JOCTUXKEHMSA pemMUccHun coctaBuna 24; 46 n 57%
yepesd 6, 12 1 24 mec cooTBeTCTBEHHO. OCHOBHbLIMWU KpW-
TEPUAMU JOCTUIKEHUS PEMUCCUM Obln OTCYTCTBME apTpuTta
Jly4e3ansacTHoOro cyctaBa W Bo3pacTt aebiota tOUA < 3,6 roaa
[25]. B HaweMm uccnegoBaHWMM A0NS MaUMEHTOB, AOCTUILLMX
pemuccum Yepes 6 n 12 mec, 6bi1a MeHblle U cocTaBuna
15,5 n 35,2%, HO Yepe3d 24 mec Gbina y»e cornoctaBuMown
(59,3%). B paHAOMM3MPOBAHHOM KIMHWUYECKOM WCMNbITAHWUK
CLIPPER Temnbl AOCTUMXKEHWS HeaKTMBHOro 3aboneBaHus
yepe3 96 Hep OTIMYaNUCb B MEHbLLYID CTOPOHY OT AaHHbIX,
Noslyd4eHHbIX B peanbHON npaKktuke: 33,3% Ans pacnpocrpa-
HAtolerocs onuroaptputa, 21,1% ana aptpuTa, CBA3aHHOIo
Cc aHTesutoMm, 24,1% ang ncopuatuMyeckoro aptputa [21].
B atom u psige apyrux uccnegosanui [4, 21] noKa3aHo nocre-
neHHoe yBennyeHne AoNM NaumeHToB, AOCTUMLMX PEMUCCUM
no Mepe yBeNMYEHUS CPOKOB Tepanuu.

Cpean daKTopoB, BAUSAIOWMX Ha IPPEKTUBHOCTL Tepa-
nUU B BWAE AOCTUKEHUS PEMWUCCUK, Hanbonee 3Ha4YUMbl-
MU SBASIOTCS MEHbLUMIA NMPOMENKYTOK MEXAy Ha3Ha4yeHUeMm
aTaHepuenTta (MeHee 2 neT), HefeNbHasa [03a He MeHee
0,8 Mr/Kr, MmeHee BbicOKasa akKTMBHOCTb HOWMA, conyTcTByto-
las Tepanua METOTPEKCATOM, MY*KCKOW non [26]. B Hawem
nccneaoBaHMM TaKKe YCTaHOB/IEHO, YTO MPOMEXKYTOK Bpe-
MeHn meHee 2,4 roga ot aebtota KOMA o Ha3HavyeHus aTa-
HepLenTa MNoBbllWan BEPOATHOCTb AOCTUIKEHUS PEMMUCCHUM.
B Apyrom poccMMCKOM uccnegoBaHUMM MOKa3aHo, 4YTo 3Ta-
HepuenT 6bin 6onee apdeKTMBEH Npu paHHem HOUA (npo-
[ONMKUTENbHOCTbIO MeHee 2 neT) [27]. bbino yctaHOBREHO,
4YTO MPEeAMKTOpPamMMK BbICOKOIO OTBETA Ha 3TaHepLenT aBns-
JINCb NEPCUCTUPYIOLLMK ONUTrOapTUKYNSPHbIN BapuaHT HOUA,
MEHbLLEEe YNCNO MPUMEHSEMbIX 601€3HbMOANPULMPYIOLLIMX
aHTUPEBMATUYECKUX MPenapaTtoB, MEHbLIEE YUCNO aKTUB-
HbIX CyCTaBOB, HW3KMK ypoBeHb CPB B CbIBOPOTKE KPOBM
nepea HasHavyeHMeM aTaHepuenTa, Torga KaKk nonanapTtu-
KYyNSPHbIK U 3HTE3UTaACCOLMMUPOBAHHbLIMN BapuaHTbl HOUA,
a TaKkKe 60/bluas AIMTeNbHOCTb 3a601eBaHna [0 Ha3Haye-
HUS 3TaHepuenTa 6bliM MapKepamu MeHee yAOBNETBOPHU-
TeNbHOro OTBETa Ha npenapart [28]. B HeMeLKOM peructpe
BiKer nokasaHo, 4TO OCHOBHbIMW NpeankTopamn 70% oTBe-
Ta no Kputepuam AKP.., K 6-My Mec Tepanuu Gbiin 6onee
paHHWI BO3pacT Havana Tepanuu, MeHbluas NPOAO/IKUTENb-
HocTb HOWA, HecucTemHble dopmbl HOMA, HU3KKME OLEHKH
akTtuBHocTM FOUA 1 oTcyTcTBUe conyTeTByloulen MKC-tepanuu
[29]. Bonpoc 0 HeEO6XOAUMOCTU KOMOUHUPOBaHUS Tepanuu
3TaHepLLENTOM U METOTPEKCaTOM HEOAHOKPATHO NoAHMMan-
ca pa3HbiMKM aBTOpamu. Mo JaHHbIM HEMEeLKOro perucrpa
BiKer, KoM6MHMpPOBaHHasA Tepanusa 3TaHepLenToM U MeTo-
TpekcaTom noBblwaeT 3QPEKTUBHOCTb Tepanuu: Tak, 4oNs
aeten, pocturimx 30% ynydwenua no AKP..,, coctaBuia
81%, a pocturwmnx 70% otBeta — 62% cpeaun noayvaBLUMX
3TaHepLIENT ¥ METOTPEKCAT B CPaBHEHMM C I€TbMMU, NMOyYaB-
WMMKU MOHOTEpPanuio 3TaHepLLENnTOM, Y KOTOPbIX OTMEYEHO
ynydyweHve B 70 n 45% cnyyaeB. Hannune KOMOBUHMPO-
BaHHOM Tepanuu MeTOTPEeKcaToOM MOBbIWaNo BEPOSTHOCTb
poctmkeHus 70% oteeta B 2,1 (95% AU 1,2-3,5) paza [30].
B poccuinckom uccnegoBaHmMm noKasaHo, YTO MOHOTEpanusa
3TaHepLenToM cornoctaBnuMa no 3PpOEKTUBHOCTU C KOMOU-
HUPOBAHHOW Tepanuen 3TaHepLenTOM W MEeTOTpPeKcaToM,

obnagaet nydwum npodunem 6e30nacHOCTU, HO MEHbLIen
BblXXMBaeMOCTblo Tepanuu [31].

O Heob6X0AMMOCTM COYEeTaHHOW Tepanuu aTaHepuen-
TOM M METOTPEKCATOM CBMAETENLCTBYIOT GaKTbl, YTO UMEH-
HO TaKasi KOMOGWHaUMS YMEHbLUAeT PUCKU ClydYaeB YBeEW-
Ta W BOCNanuTesNbHbIX 3aboneBaHUM KULIEYHUKa de novo
Nno CpaBHEHWUIO C MOHOTepanuen meTtoTpekcatom [32, 33].
B nccneposanuu |. Foeldvari n coaBT. 6b110 NMOKa3aHo, 4TO
3TaHepLENT He MMEET OTHOLIEHMUS K CNyYasiM pa3BUTUS yBe-
uTa de novo, KoTopble CONOCTaBMMbI C Pa3BUTMEM YBENUTA Ha
doHe Tepanun meToTpeKcaTom [32]. B Hawem nccnegoBaHum
MEeTOTpeKcaT MOHUXKaN PUCKKU OBGOCTPEHMS Yy NaALMEHTOB,
MCXOAHO AOCTUTLUMX PEMMUCCUM, HYTO COrnacyeTcs ¢ AaHHbIMM
apyrux astopoB [30, 34]. OTMeHa 3TaHepLuenTa B Hawem
ncenegoBaHmn 6bina 3aduKeunpoBaHa y 18,4% nauueH-
TOB, MPEUMYLLECTBEHHO W3-3a MEPBUYHOW WU BTOPUYHOWM
HEeadPEKTUBHOCTH, @ TaKKe BCNeAcTBME pPa3BUTUSA yBeuTa
de novo. B uTanbfHCKOM wuccnegoBaHWn [25] OCHOBHOM
NPUYNHOM OTMEHbl 3TaHepuenTa Obln Aeb6lT yBeuta de
novo nM6o peunanBupylollee Te4eHne yaenta Ha GoHe aTa-
HepuenTa B 10,2% cny4yaeB (M0 HawWWM AaHHbIM — 9,2%).
OcTanbHble NPUYMHbI OTMEHbI 3TaHepLenTa B UTaNbSHCKOM
ncenegoBaHnMn — WHOEKUMOHHble 3aboneBaHus (6,6%),
peakumn B mecte MHbeKkuunn (4,4%) v ap. [25]. Y 19 nauyu-
€HTOB OTMEYEHO pa3BUTME BOCMANUTENLHOIO 3a60/eBaHNUs
KULLIEYHUKA, Y 2 — pa3BUTME 3/10Ka4eCTBEHHOIo HOBOOGpa-
30BaHu1S; B O4HOM CilyYae 3adUKCMPOBaAH NleTalbHbIA UCX0S
OT PYNbMMHAHTHOIO CTPEMTOKOKKOBOrO cencuca. B Hawem
ncenegoBaHMM He 6bI10 CiydaeB TsenbiX MHOEKUUH, Tpe-
60BaBLUNX rOCNUTANM3aALNM B CTALMOHAP NM60 Ha3HaYeHUs
BHYTPUMBEHHOM aHTMOAKTEPUaNbHON Tepanuu.

OrpaHu4eHus uccnefoBaHusa

ABTOPbI MOHMMAIOT, YTO OTOOP NALMEHTOB A9 Ha3Ha4e-
HUS 3TaHepLuenTa OT4aCTU HOCUN CYObEKTUBHLIM XapaKkTep
(MHEHMWe nevalwero Bpaya), YTO BKyne C OCOBEHHOCTSAMM
COMNYTCTBYIOLLIEN Tepanuu MOrNo OTpas3uTbCa Ha bWHaNb-
HbIX pe3ynbTaTtax uccnegoBaHus. PesynstaTthl UCCiefoBaHms
MOTYT ObITb MPUMEHEHbI K APYrMM POCCUICKUM NauueHTam
¢ HOMA, yunTbiBasg CXOXKECTb MOJIYYEHHbIX Pe3ynbLTatoB Kak
B Npeablaylmx MccnefoBaHUSX, BbIMOAHEHHbIX B PP, Tak
M MexayHapoaHbix. B uucne HepgoctaTkoB MccnenoBaHus
Heo6x0AMMO yKa3aTb UCMONb30BaHUE ANs ONMcaHmsa BbIGop-
KM OLLEHKM UCXOO0B W UX MPEAUKTOPOB AaHHbIX, MONYYEHHbIX
M3 BTOPUYHbIX UCTOYHMKOB MHOPMaLMK (MEAULMHCKMNE Kap-
Tbl, ICTOPUK BONESHU AETEN), KOTOPbIE HE BCErda coaeprar
MOMHYIO MHPOPMALMIO, NONYYEHHYIO B HEOOGXOAMMblE CPO-
KM U y BCex 60MbHbiX. OTCyTCTBME HEOOGXOAMMBIX AaHHbIX
6bIN0 CBA3AHO CO CMEHOW MecTa MNpOoXKMBaHWsS/Habnwge-
HUS, NepexogoM BO B3POC/yl0 ceTb HabnogeHuns 3a 60/b-
HbIMX PEBMATONOrMyeckoro npoduns, oTkasom OT Tepa-
nun. Kaknm o6pa3om «nponyLleHHbIe» AaHHbIEe UK pa3bpoc
B CPOKaX OLEHKM MMEIOLLUXCS CBEAEHUIA MOI/IM NOBAMATb Ha
OLEHKY WMCXOAOB MCCNefoBaHWsi, O4HO3HAYHO OMpeaenuUTb
HEBO3MOXHO. CneayeT, oAHaKO, 3aMETUTb, YTO «BblObIBLUNE»
nauueHTbl MO OCHOBHbIM XapaKTepucTukam (cyotun HOUA,
TeKylas aKTMBHOCTb U NPOAOMIKMTENbHOCTL 60/1€3HU, NON)
He OTAMYanuch OT rpynnbl NaUMEHTOB, pedynbTaTbl 06Cneao-
BaHWS KOTOPbIX Gbl/M BKIOYEHbBI B MHOFOQaKTOPHYO MoAeNb
npeavkTopos. lMepuoa HabnaeHns 6ol NpUeMaemMbiM ans
OLEHKN 3DPEKTUBHOCTU (QOCTUKEHUS PEMMUCCUM), OAHAKO
Mbl MOHMMaEM, YTO Aaxe NATUIETHUI nepuoa HabnaeHus
ABNAETCH HEAOCTATOYHbIM ANS OLLEHKM He TONbKO OTAaNeH-
HOM 3PDEKTUBHOCTH, HO, YTO Boslee BarKHO, — OTAaNEHHOM
6e30MacHOCTM (OHKOIOTMYECKME PUCKM, BAUSIHWE Ha penpo-
OYKTUBHbIM MOTeHUMan u cnegyouiee nokoneHue). Kpome
TOro, B UCCNeAoBaHMM He 6blfl0 KOHTPOAbHOM rpynMbl, YTO
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He NO3BOJNISET OAHO3HAYHO OTHECTU IPODEKT Tepanum K aen-
CTBMIO 3TaHepLenTa.

3AK/TIOYEHUE

OTaHepuenT cnocobeH 6onee 3PPEKTUBHO WHAOYLM-
poBaTb pPeMMUCCUIO Y MaumeHToB B Bo3pacte Ao 10 nert
C MPOAOMKUTENbHOCTbIO 3aboneBaHnss MeHee 2,4 nerT,
a TaKxe y HocuTenen HLA-B27 aHTureHa. Hanbonee cra-
OUNbHbIN 3bDEKT OTMEYaeTcs Yy MauuMeHTOB C ofuroap-
TUKYNGpHbIM BapuaHToM HOWA, a TakKe y nonyyaBLlUMX
KOMOWHMPOBaAHHYyO Tepanuio ¢ MeToTpekcaToM. B xoage
MCCNefoBaHUs He BbIBAEHO Cy4yaeB TKenbiX MHOEK-
UMK, TpeboBaBLUMX rocnuTanuMlauuMm B CcTaLMOHap NM60o
Ha3HayeHUsa BHYTPUBEHHOW aHTUOBAKTEpPUANbHON Tepanuu.
[aHHble 06 3PpDEKTUBHOCTU U 6€30MacCHOCTHU, NONyYEHHbIE
B HalleM UCCNefoBaHUM, aHaNOMMYHbl CBEAEHUSAM APYrUX
MCTOYHMKOB.

UCTOYHUK ®PUHAHCUPOBAHUSA
CtaTbl onybnnKoBaHa nMpu MNOAAEPKKE KOMMaHUK
MNdanzep.
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U3 m MU MeAULUHBI

TEOAOP BUJIbPOT

B 1867 r. bunbpoT ony6nvKkoBan Hay4-
Hbl TPy, OCHOBHOM LIENbI0 KOTOPOro fiBAS-
NI0Cb YHUYTOXEHWE OCTATKOB PEeMECNEHHU-
4YEeCKOMN MPaKTUKW CPeHEBEKOBON XMPYPruun
M aprymeHTMpoBanacb Heo6xoAMMOCTb ee
KopeHHon pedopmaumn. MNocteneHHo peop-
raHu3aumsa KOCHynacb BCex pasfenoB Kiu-
HUYECKOWM XMPYPruM — CTPYKTYPbl U PEXKU-
Ma rocnutanev 1 OTAeNeHWn, AUarHOCTUKK,
NlevyeHns 1 yxoaa 3a 60/1bHbIMU, NMPUHLMNOB
KopropaTMBHOM 3TWKW. MMeHHO Gnaropa-
ps BunbpoTy B KayecTBe NpaBWi, HEYKOC-
HUTENbHbBIX K MCMNONHEHUIO, GblNM BBEAEHbI
noJAepKaHne B YUCTOTE XMPYPru4ecKoro
oTAeneHus, nepcoHana u 60NbHbIX; 0653a-
TeNbHOE HOLIEHWE BpayvyamMu EXeaHEBHO
CMeHsieMbIX BGefblX KuTenen BMeCTo Tpaau-
LIMOHHbIX TPSI3HBIX CIOPTYKOB, CHUTaBLUWUXCS
B T€ BPEMEHa A0Ka3aTeNbCTBOM COCTOSTENb-
HOCTW M OMbITa Xupypra.

B 1874 r. BunbporT, BbICTynas Kak MMKpPO-
6M10M10r, OTKPbIT CTPENTOKOKKM B KayecTBe
BO36yauUTENS paHeBoW MHOEKLUMHU, a B Kaye-
CTBe K/IMHULMCTA BHeLpUN Ans ee npo-
dUNaKTUKM BOAOHENPOHULAEMYIO MOBA3KY
«BunbpoT-6aTUCT».

Y4eHbIi nocTynuMpoBan Heo6XoAMMOCTb
naToMopdONoOrMyecKon AuarHocTukun. Kak
PYKOBOAWTENb KIMHUKKU OH HacTauBan, 4To-
6bl KaXXAblM YMepLUIMI NauMeHT nogseprancs
ayTomncCuKn € LeNblo YyCTaHOBAEHUS NPUYUHBI
CMepTH: TONbKO TaK MOXXHO MPOBEPUTL Npa-
BW/IbHOCTb YCTaHOBJ/IEHHbIX MPUKMIHEHHO
[AMarHo30B C Lenblo n3bexarb BO3MOMHbIX
OLWNBOK B CXOXMX Cnyyasx v paspaboTtaTb
LiefieHanpaBfieHHble 1 060CHOBaHHbIE CMO-
co6bl nevyeHuns. B pesynstate MHOrONETHUX
KIMHUYECKUX U IKCNIEPUMEHTaNbHbIX Habto-
[eHWIN, a TaKXKe uccnefoBaHUMn B 06nactu
natonornn bunbpoT, no cyt, nepepaboTan
BCE pasfenbl XMpypruu, caenas ee [OKa-
3aTe/lbHOW W Hay4yHO 060CHOBaHHOW. OH
6yKBaNbHO LWOKMpOBan BpayebHylo ny6nu-
Ky W o6biBaTenei, nepBbiM pelmnBLLUCH
ny6/MKoBaTb OTYETHI O CBOWX OMNepaumsx,
B TOM 4ucne HeyTelwuTenbHbIX: «Heyaaum
HYXHO Mpu3HaBaTb HEMEANEHHO W My6auny-
HO, OWMGKKM Henb3s 3amanynBaTtb. BaxHee
3HaTb 06 OAHOWM HeyaayHoW onepauuu, 4em
0 AOXKWHE yAauHbIX. <...> TonbKO cnabble
[lyXOM, XBacTauBble OGONTYHbl U YTOMAEH-
Hble }M3Hbl0 GOSATCH OTKPLITO BbiCKA3aTbCH
0 COBEPLUEHHbIX UMUK OLIUBKax».

M3 cBoero GpoHTOBOro onbita GpaHKo-
npyccKkon BOWHbl 1870-1871 rr. bunbpoT
BblHEC MEePCMNEKTUBHYIO MAEI0 CO3AaHUS Y4u-
nvwa ans Meacectep, Kotopoe 6bl rOTOBWIO
yXa¥uBalolWnin NepcoHan B CBETE BbICLIMX
LOCTUXKEHWUM MeULMHBI.

Byayun y6exaeHHbIM XPUCTUAHMHOM,
BunbpoT KaTeropuyecku oTpuuan nobyto

BO3MOXHOCTb PaCcCMOTPEHUa NauueHTa Ha
onepaunoHHOM CTONEe B KayecTBe OObeKTa
XUPYPru4yeckoro akcnepmMmMmeHTa. Hosbli one-
paTMBHbIA MPUEM MoJyyan NpaBo Ha anpo-
6aLMio B KNIMHWKE TONIbKO MOCNE MHOrOKpaT-
HOW OTPaGOTKM B aHAaTOMMYECKOM TeaTpe
1 B 3KCNEPUMEHTE Ha XMBOTHbIX. bnecTawe
Bnajes TEXHWKOW CTaHAapTHbIX AN TOro
BpPEMEHW onepauui, oH paspaboTan psajg
HOBbIX BMellaTeNbCTB: PE3EKLMI0 ENHOro
oTaena nuuwesoda (1871), napuUHraKTOMUIO
(1872), npoctatakTomuio (1873), 06LWMPHYIO
peseKumio a3blKa (1874), aTUNUYHyto pesek-
LUMIo nevyeHu (1875), AMCTanbHyl0 pe3eKLmio
wenyaka (1881, 1885), a B 1875 r. npoBen
nepBYyo TUPEOUAIKTOMMUIO.

BunbpoT nccnegoBan Hapkos ¢ UCMOSb-
30BaHMWEM Pas/InyHbIX NpenapaTtoB C LEeNbo
0o6ner4yeHnss COCTOSIHUS MaLMUEHTOB YyXe C
TOr0O MOMEHTA, KaK TOMbKO MOSIBUAUCH Nep-
Bble CBEleHNS1 0 BO3MOXHOCTH 06Liero o6es-
6onnBaHus. EmMy yaanocb paspaboTtatb 0CO-
6ylo cmecb adpupa 1 xnopodopma, Ha3BaHHyo
Konneramu «Hapkosom Bunbpotar. Ums yye-
HOrO M MOHbIHE HOCAT OnepaLluK ypaHonna-
ctukn (Langenbeck-Billroth), npu 6eapeH-
HoW rpbike (Billroth—Bassini), renatonekcuu,
apTPOMNIacTMKM KOJIEHHOrO cycTaBa, a TaK-
e Khaccuyeckas onepauus AuctanbHOM
peseKunmn xenyaka B | n 1l moandmkaumsax
(Pean—Billroth-1 n Ekk—Billroth-II).

H.H. MNMuporoB TaKk oxapaKTepu3oBan
CBOEro BEHCKOro Konnery: «bunbpor —
HalW BENWKUN Y4YeHbIn W BblaloWKUNCSH
yM. Ero TBOpYecTBO NPU3HaAHO M OLEeHe-
Ho. [la no3BONEHO GYyAET U MHe OKal3aTbCs
CTONb e [JOCTOMHbIM W BbICOKOMONE3HbIM
ero eJMHOMbIWAEHHUKOM ¥ npeobpa3oBa-
TEenemM»,

(no matepmanam canTa
https;//volynka.ru/Articles/Text/706)
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BbinosiHeH aHa/im3 COBPEMEHHbIX Hay4YHbIX AaHHbIX 06 MUBMEHEHMSIX cOCTaBa rpyAHOro MOJIOKa B TeYEHUE CPOKa laKTauunm,
OKa3bIBalolMX BAUSHUE KaK Ha KPaTKOCPOYHbIE (COH, anneTuT), Tak M JOJr0CPOYHbIE (POCT U pa3BUTUE, TEMNEPAMEHT,
roBegeHne) napameTpbl 340p0Bbs pebeHKa. [lpeacTtaB/iieHHble CBeAEHUS 6yAyT CrnocobCcTBOBaTh JydliemMy MOHUMaHUIO
penMyLLeCcTB rpyAHOro MOJI0Ka M rpyaHOro BCKapManMBaHUs 151 PEGEHKa, a TakKe YCUIEHNIO MOAAEPKKM 1 MPOABUIKEHMIO

rPYAHOro BCKapMAMBaHUS KaK cpean Matepei, Tak M paboTHUKOB 3APaBO0XPAHEHMS.
KniouyeBble cnoBa: rpyiHoe MOJIOKO, XPOHOBUOJIOMS, IETH, 310P0BbE.

(Ana yntupoBaHus: YkpanHues C.E., Camanb T.H. [pyaHO€ MONOKO, KAKMM Mbl €ro He 3Hanun: XpOHOOBMONOrusa rpyaHoro
MosioKa. Boripocsl coBpemeHHo neagmatpun. 2018; 17 (2): 148-151. doi: 10.15690/vsp.v17i2.1881)

BBEAEHMUE

Bonpocbl NogaepK1 rpyaHoro BCKapManBaHUs 060-
CHOBAHHO HaxoasATCs B YMCAE MPUOPUTETHLIX B Neguatpuye-
CKOW HyTpuLMONoruun. NonoxxeHne o 6e3ycoBHOM Npenumy-
WwecTBe rpyaHOro BCKapMAMBaHUA 418 340p0Bba pebeHKa
He noasepraeTcs COMHEHW0. M3BECTHO TaKKe, YTO NoJo-
KUTENbHOE BAWSHWE FPYAHOr0 MOMOKA He OrpaHnyYnBaeTcs
NIMWb KPaTKOCPOYHbIMK abdeKTamu, Hanpumep B 4acTu
CHUXEHUS pUCKa MHDEKLIMOHHbIX 3aboneBaHui [1]. IpyaHoe
BCKapM/nBaHue obecneynBaeTr pebeHKY U JOArOCPOYHYIO
3awuty, Gopmupys Takum 06pa3oM OCHOBY Oyayllero 340-
poBbsi. Hanpumep, B xo4e HayyHbIX uccrnegoBaHwui 6bina
NoATBEpPKAEeHa 3aluuTHas pofb rPyaHOro BCKapMIMBaHUS
B OTHOWEHWW Pa3BUTUS OXMPEHUS B CTapleM Bo3pacTe
[2]. BawmnTHasa GYHKLMA rpyaHOro BCKapMnBaHUs cBa3aHa
He CTONIbKO C COCTaBOM [pPyAHOrO MOJIOKa KaK TaKOBbIM,
CKOJIbKO C ero crnoco6HOCTbIO afanTMpoBaTbCs Nog NOCTO-
SHHO MeHsoLWMecs NoTpebHOCTU MnaaeHua. MMeHHO nocTo-
SIHHble M3MEHEeHUs cocTaBa rpyaHOro MOJIOKa M CBS3aH-
Hble C 3TUM NpeuMylLecTBa AN 340poBbs pebeHKa MoryT
W JOMXKHbI CTaTb OCHOBOW, B AOMOSIHEHUE K YXKE UCMOMb3Y-
€eMbIM B 3TOM HanpaBfeHWu cTpaTerusam, ans ob6bsicHeHMs
M 060CHOBaHUSA NPEUMYLLECTB rPYAHOr0 BCKapMINBaHUS.

Sergey E. Ukraintsev?, Tatyana N. Samal?

1 Nestle Russia LLC, Moscow, Russian Federation

[oKa3aHo, 4YTO UBMEHEeHUs B coCTaBe rpyaHOro Moso-
Ka NMPOMCXOAAT HE TONIbKO B AONITOCPOYHOM MEPCNEKTUBE,
HO M Jae B npouecce 0AHOro KOPM/EeHUs, oTBevYas npu
3TOM MOTPE6HOCTAM pebeHKa M BO MHOrom ¢GopMupys
ero nosegeHune. Takne 0OCOBGEHHOCTUM TPYAHOro MOJIOKa
06YyCNOBMIEHbl 3BOOUMOHHBIM (DEHOMEHOM T[PyAHOrO
BCKapM/IMBaHUA — coXpaHeHMeM 6GanaHca Mexay BO3-
MOXHOCTSIMWU OpraHu3ma maTtepu obecrneynTb pebeHKka
NOMHbIM HaABGOPOM HYTPUEHTOB M CMOCOOHOCTbIO Opra-
HM3Ma pebeHKa MaKCUMMalbHO MOJIHO U 3PDOEKTUBHO
3T HYTPUEHTbI YCBOWTL. [ obecneyvyeHns paBHOBECUS
B CUCTEME «MaTb—pPEeBEHOK» KOPMSILLAs XEHLWMHA J0MKHa
MOSIHOLEHHO MNUTaTbCs M MO BO3MOXHOCTU HE WCMbITbI-
BaTb CTPECCOB, HEraTMBHO BAMAIOWMX Ha Naktauuio [3],
a pebeHOK — [AeMOHCTpMpoBaTb CMOKOMHOE noBefaeHue,
WCKJloYatoLee CAULLIKOM YacTble TpeboBaHWS KOPMJIEHUS
rpyabto, KOTOpble MPUBOAAT K MCTOLEHUIO HYTPUTUBHBIX
pes3epBOB OpraHn3ma MaTepu.

FPYAHOE MOJIOKO U AMMNETUT PEBEHKA

OfHMM 13 Hanbosiee 4acTo 06CyHaaeMblX KpaTKOCPOY-
HbIX K3MEHEHWIA cocTaBa rPyAHOIO MOJIOKa AB/IAETCA pas-
NM4ne B cOoCTaBe NepejHero v 3aaHero Mosioka: nepsble

2 Belarusian State Medical University, Minsk, Republic of Belarus

Breast Milk that We Did Not Know: Chronobiology

of Breast Milk

The article analyzes modern scientific data on the changes in breast milk composition during lactation. These changes affect both
short-term (sleep, appetite) and long-term parameters (growth and development, temperament, behavior) with respect to the health of
the child. This information will help to have a better idea of the benefits of breast milk and breastfeeding for a child and to strengthen
a support and promotion of breastfeeding among mothers and health workers.

Key words: breast milk, chronobiology, children, health.
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Puc. 1. Paznnyng B cogeprkaHuu nentuHa 1 rpenrMHa B nepegHemM n 3agHeM rpyaHoM MOoKe (agantupoBaHo m3 [5])
Fig. 1. Differences in the content of leptin and ghrelin in foremilk and hindmilk (adapted from [5])
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lMpnumeyvaHme. NMpeacTaBneHbl cpefHre 3Ha4YeHUs YPOBHS rpeinHa 1 enTuHa B rpyAHOM MOJIOKE y MaTeper npu UCKIOYUTENbHO FPyagHOM

BCKapM/inBaHUN.

Note. The figure shows the average values of the level of ghrelin and leptin in breast milk in mothers with exclusive breastfeeding.

nopuMn coaepxat 6Gosblle YyrneBoAoB, B TO BpPeMS Kak
MOJIOKO 3afHee 6onee 6orato Xupom [4]. OgHaKo pasnu-
4Ynsi B COCTaBE NepeHero U 3aJHero MojaoKa He orpaHuyu-
BalOTCS TONbKO Pa3HbIM COJEpPXKaHUEM MaKPOHYTPUEHTOB.
Kak nokasanu uccnegoBaHus, pasinyinsg B COCTaBe PasHbIX
NnopLMi TPyaHOro MONIOKA OMPEeAEensioTca U CoaepKaHnem
B HMX TOPMOHOB, B YaCTHOCTWU NIENTUHA WU TpenuHa, npwu-
HUMalLWMX y4acTMe B perynsuuuM annetuta maageHua.
MepeaHee MOIOKO COAEPKMUT 6OJbLUIE FPETMHA — FOPMOHa,
CTUMYNMPYIOLLETO anneTuT, B TO BPEMS KaK B 3aJHEM MOJO-
Ke cofepxuTca Gonblie NenTuHa — ropMoHa HacbllleHUs
(puc. 1) [5].

Bnarogaps 3TMM pas3nnyuMaM B KOHLIEHTpaLUMKU rOpMo-
HOB, BO3MOMHO, MPOUCXOAMUT perynaums annetuta peGeHKa
B MpoLecce KopMeHusa rpyabto. O4eBUIHO, HTO HUMKaKas
[leTCKas MOJIoYHas CMeCb He B COCTOSIHMM 06ecneymnTb no-
A06HbIN apdeKT. C aTUM, NO-BMAMMOMY, CBA3aHO U 6onee
BbICOKOE noTpebneHne obbemMa CMecu AeTbMW Ha UCKyC-
CTBEHHOM BCKapMJ/IMBaHMU N0 CPABHEHUIO C IETbMM, MONY-
YaloWwnMn rpyaHoe MonoKo [6]. OaHaKo cneayet OTMETUTD,
4YTO a/IMMEHTaPHbIV NEPEKOPM BO3MOXKEH M Ha €CTECTBEH-
HOM BCKapM/IMBaHWK, KOTAa PEKOMEHAALMSA 0 «CBOGOIHOM
pexume» BCKapM/IMBaHUSA MOHWMaETCs MaTepsiMu OyK-
BaNbHO. KaK pe3ynbTar, eTu cTaplue 2 MeCSLEB HE UMEIOT
YCTAaHOB/IEHHOTO pPEXMMa KOPMJIEHWI, nonydas AOCTyn
K rpyam npv nto6om 6ecrnoKoncTBe UAN U3MEHEHWM B MOBE-
[lEHWX, a MHOrAa M 6Ge3 TaKOBbIX, HaNpuMMep, Haxoasicb
B «KEHIypy» Y rpyau MaTepu Ha MpPOTSAXKEHUU BCEro AHA
M MUMes NpW 3TOM CBOGOAHbLIM U HEOTPAHWUYEHHbIW A0CTYN
K FPyZIHOMY MOJIOKY.

rPYAHOE BCKAPMJ/IUBAHUE U COH PEBEHKA

[MMTaHWe U COH — OCHOBHbIE COCTaBASAOLINE pPEXMUMA
[HA pebeHKa nepBbiX MecsuUeB XW3HW, NPU 3TOM NPOAOS-
YUTENbHbIA CMOKOMHbIA COH BOCMPUHUMAETCA POAUTENSMMU
KaK 6e3yC/lIoBHbIA MoKa3aTenb 61arononyyns MnageHua.
YacTble npobyaeHusa pebeHKa Houblo, 6ecrnoKorHoe nose-
[leHWe OHEM Bbi3blBalOT OGOCHOBAHHYD TPEBOrY W MpU-
BOASAT K GOPMMPOBAHUIO CTPECCOBOM CUTyallMM B CEMbE,
UTOrOM KOTOPOWM MOXET ObiTb NpexaeBpeMeHHoe npekpa-
LleHWe TpyaHOro BCKapmanBaHus. K coxaneHuto, Ao cux

nop BCTpPeYaloTCad peKoMeHAauMm 0 NpeKpalleHum rpyaHo-
ro BCKapM/MBaHWUS, CBA3aHHblE C GECMOKOWHbIM NoBeae-
HWem peb6eHKa, CO CTOPOHbI POACTBEHHWKOB MM 3HAKOMBIX,
KoTopble y6exaaloT mamy B TOM, YTO ee rpygHoe MOJIOKO
«Mnoxoe», n pebeHoK ero «He nepeHocuT». B nutepaType ans
MOJIOAbIX poauTenen (K coxaneHuto, He Bcerga npodeccu-
OHaNbHOM) TaKXKe npeanaratTcs PasfiMYyHble BapWaHTbl
NpUYnMH 6ECNOKOMHOro NoBefeHns pebeHKa U HapyleHnn
CHa, NMpW 3TOM oo SBNSIETCA HE €AUHCTBEHHOM, a Nullb
OAHOM M3 HUX. Hanpumep, B Ka4eCcTBE BO3MOMXHbIX UCTOY-
HWKOB OECMOKOMHOro CHa MaajeHua npuMBoOASATCA crneny-
owme [7]: pe6eHOK ronoaeH, yctan, NnepeBo3byKaeH; ero
HYXHO 3aneneHaTb, NMOCKOJIbKY OH «ByauT cam cebsi» ABU-
EHUAMU PYK; OH UCMbITbIBAET AMCKOMDOPT (EMY XOSI0AHO,
NpULLIO BPeEMS MOMEHATb MOATY3HUK U T.M.), EMY HYXKeH
KOHTaKT C MamMOMW.

[pyaHoe MONoKo nomoraeT pebeHky dopMupoBaTtb npa-
BW/IbHbIE LIMPKA[HbIE PUTMbI CHA U GOAPCTBOBAHUS, U €ro
COCTaB U3MEHSETCH COOTBETCTBYOWMM 06pa3oM B TeHeHue

Puc. 2. KoHueHTpauus menatoHMHa B rpyaHOM MONIOKE

B 3aBMCMMOCTHM OT BPEMEHM CYTOK (aaanTupoBaHo

C U3meHeHusamu 13 [9])

Fig. 2. Concentration of melatonin in breast milk depending
on the time of day (adapted with changes from [9])
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CYTOK. OCHOBHbIM FOPMOHOM, PErYIUPYIOLLMM COH, ABASETCS
MeNaTOHWH, UMPKaAHblE PUTMbl KOTOPOro y pebeHka nep-
BblX 3 MEeCSLEB XM3HU elle He ycTaHoBfeHbl [8]. [pyaHoe
MOJIOKO KOMMEHCHPYET 3TO «BPEMEHHOE HECOBEPLLEHCTBO,
NMOCKOJIbKY COAEPKMT B CBOEM COCTaBE rOTOBbLIN MENATOHMH.
Mpu 3TOM B AHEBHOE BPEMS CYTOK MENaTOHWHa B PYAHOM
MOJIOKE MPaKTUYECKM HET, Ero KOMMYECTBO 3HA4YMMO MOBbI-
LUAEeTCa HOYbO — TOrAa, Koraa OH Hy)XeH pebeHKy 6osnblie
Bcero (puc. 2) [9].

[TOMUMO M3MEHEHWI B COAEPKaHUN MeNaTOHUHA, B rpya-
HOM MOJIOKE HabnogatoTCcs CyTOYHble KonebaHus B coaep-
¥aHuu TpuntopaHa — aMUHOKMUCAOTLI, ABASAOWENCS Npea-
LUeCTBEHHUKOM MenaTtoHuHa [9]. COOTBETCTBEHHO, MEHSAETCSH
W codepxkaHMe meTabonuTa MenaTtoHMHa B MoYe Yy AeTew,
BCKapMMBaEMbIX rpyablo: ero MakcumanbHas KOHLEHTpa-
LMS MPUXOAMTCA Ha HOYHbIE Yacbl, @ MUHMMa/bHbIE 3HaYe-
HUSA oTMevatoTea gHeM [10]. Takoe BAUSHME FPYAHOro MOMO-
Ka Ha COH pebeHKa BbIrMsaanT ropasno 60o5ee COBEPLUEHHbIM,
4eM MOMbITKM ob6orawatb HEKOTOpble AETCKME MOJOYHbIE
CMeCH AOMONHUTENBHBIM KOIMYECTBOM TpunTodaHa ¢ Lenbto
yAyylWeHUsl CHa, 0COGEHHO B CBETE Hay4HbIX AaHHbLIX O TOM,
4YTO M36bITOYHOE KONMYECTBO aMWHOKWUCAOT B pauuoHe
pebeHKa MNepBblX MECSLEB MW3HW MOXKET HecTu B cebe
PUCKMK, CBSI3aHHblE C M3ObITOYHON MPOAYKLMEN MHCYNUHA M
WMHCYNMHONOAO6HOro daKrtopa pocTa, BAWSIOWMX Ha PUCK
pa3BUTUS OXKUpPeHUs B 6osiee cTaplieM BospacTe [11].

rPYAHOE MOJIOKO U ®OPMUPOBAHMUE

NOBEAEHUA PEBEHKA

BnusHue rpygHoro Monoka Ha ¢GopMupoBaHWE TECHOM
3MOLIMOHaNbHOW CBSA3M MEXAy MaMow u pebeHKOM u3yye-
HO HegocTaToyHo. OAHAKO MMeElLWMecs JaHHble NO3BOASIOT
NpeanooXUTb, YTO M B 3TOM acrneKkte pa3BuTUs pebeHKka
He TOMbKO €ro KOHTaKT C MaTepblo BO BPEMS KOPMJIEHUS, HO
M camO rpyaHOe MOJIOKO WUrpaloT BaKHylo ponb. Havbonee
04YEBMAHBIM acNeKTOM TaKOM CBSA3K SBASIOTCA AaHHbIE O TOM,
4TO cofeprKaHne KopTU3ona B rpyaAHOM MOJSTIOKE NONOKMUTENBbHO
KOppenupyeT ¢ YacToTon GOpMUPOBaHUSA HEraTUBHbIX BapuaH-
TOB noseaeHus pebeHka (KanpuaHocTb, nnay) [12]. Ctpecchl,
UCMbITbIBAEMbIE KOPMSLWEN KEHLWMUHON, 06ycnoBAMBaloT
MOBbILWEHHOE COAEPKaHMe KOPTU3ona B rpyAHOM MOJOKE, Y4TO
MOXKET NPUBOANTL K HEraTMBHOMY NOBeAEHMI0 Yy pebeHKa [13],
BHOBb BbI3blBasi TPEBOry U CTPECCOBOE COCTOSIHWE Y MaTepu
M 3aMblKas TakKUM 06pa30M B HEKOTOPbIX Cydasx NopoYHbIn
KpYr, KOrA4a XeHLMHa NPUHMUMaEeT HEO60CHOBaHHOE peLleHne
0TKa3aTbCA OT BCKapMaMBaHWs pebGeHKa rpyabto, cynTasi, YTo
6ECNOKOMCTBO Masblla CBSA3aHO C «JIOXMM MOJIOKOM». JTH
[aHHble ellle pa3 NoATBEPKAaoT Heo6XxoANMMOCTb GOPMUPOBA-
HUS Y MaMbl YBEPEHHOCTHM B €e CMOCOBHOCTU KOPMUTb pebeHKa
rpyablo, a TaKKe MaKCUMalbHO BO3MOXHOI0O OrpaxaeHus
KOPMSILLEN KEHLLMHBI OT CTPECCOBbIX CUTYyaLMHN.

BnusiHne rpyaHoro mosnoka Ha ¢opmupoBaHue orpe-
OeneHHbIX TUNOB NoBeAeHUs pebeHKa MOXeT 6blTb onoc-
pefoBaHHbIM. B nocnegHve rogbl NMOSBWAMCHL HOBble AaH-
Hble, CBMAETENbCTBYIOLWMNE O BaXHEWLWEN POSU KULIEYHOM
MUKPOGKMOTbI B CUCTEME KOMMYHMKALMKN «KULEYHUK—MO3I».
o cyTH, XUMUYECKWNEe CUrHanbl, MPOAYLIMPYEMbIE PA3NYHbI-
MW MPeacTaBUTENSMWN KULLIEYHOM MUKPOBUOTLI (KOPOTKOLE-
NoYeYHble YUPHbIE KWUCOTbl, HEMPOTPAHCMUTTEPLI U Ap.),
OKa3blBalOT HEMOCPEACTBEHHOE B/MSHME Ha pas3BUTUE U
QYHKLMOHUPOBAHKE LeHTPanbHON HEPBHOW CUCTEMbI PEBEH-
Ka [14]. Onurocaxapuabl rpyaqHOro MOJOKa, COCTaB KOTO-
pbIX YHUKANEH B Ka)Xaown nape «MaTb—pebeHOK», COCOOHbI
3HAYMMO BUATb Ha COCTaB KULLIEYHOW MUKPOOWMOTHLI Bnaro-
naps CBOMM NpebuoTuyeckum ceoncteam [15]. BoamorKHo,
MMEHHO YHUKaNnbHOCTb COCTaBa OfIMrocaxapuioB rpyaHo-
r0 MOJSIOKa Y KaX[4OW KEHLWMHbl npegonpegensier coctas

KULLIEYHOM MUKPOOUOTbI Y pebeHKa U, KaK pesynbTaT, MOXKeT
npeaonpeaensite 0CO6EHHOCTM ero MoBeAeHUS He TONbKO
B M/lajeH4yecTBe, HO, BO3MOXHO, M B CTapllem Bo3pacTe.
K HacTosiwemMy BpemeHun onucaHo okono 200 onurocaxa-
pMAOB rPyaHOro MOJIOKa, MPU 3TOM TOYHOE WMX KOMMYECTBO
1 GYHKLUMKM OCTalOTCS HE A0 KOHLA U3YyYEHHbIMM.

COCTAB rPyYHOro MOJIOKA U POCT PEBEHKA:

AOJITOCPOYHbLIE 3®DEKTbI

CoctaB rpyaHoro MoJioKa onpegensier 340pOoBbliM pocT
pebeHKa. byay4n NpUBbIYHBIM U MOHATHLIM, 3TO MOOXKEHUE
TEM He MeHee UMeeT 6osnee rMy6boKUM cmbica. Bbilwe yxe
coobuanocb 0 HEO6X0ANMMOCTM BanaHca MeXKay BO3MOMXKHO-
CTAMW OpraHM3Ma KOpPMSLEN KEHLWUHbI 06ecneyntb pebeH-
Ka HyTpUMeHTaMW M CroCOBHOCTbIO pebeHKa MaKCUMasbHO
3PDEKTUBHO 3TU HYTPUEHTbI YCBOWUTb. ITO OBCTOATENBLCTBO
Bblpaxkaetcs euwe ogHMM (GEeHOMEHOM — 3aMenjieHneEM
TEMMNOB pocTa pebeHKa B MepBbli o *KU3HW (4OCTATOYHO
BCMOMHUTb «KlaCCUYECKMNE» LMPPbI NOMECAYHbIX MPUOBABOK
Maccbl Tena y pebGeHKa NepBOro roja MKM3HW, KoTopble,
HaynHasa ¢ YeTBEPTOro Mecsua, ymeHblatoTcs Ha 50 r). 3710
3amef/ieHre JaeT BO3MOXHOCTb pebeHKy Aosblue OCTaBaTb-
cs C MaTepblo, NoayyYas rpyaHoe BCKapMaMBaHWe A0 TOro
MOMEHTa, Korga OH GyaeT roToB K BBEAEHMI0 MpUKopma
M YMEHbLUEHUIO KOMYeCTBa rPyAHOro MOJSIOKa B paLMoHe.
[Ona mambl 3ameasieHne TeMNOB pocTa pebeHKa No3BoNseT
el MedJieHHee «pacxoaoBaTh» pe3epBbl opraHM3mMa, Heo6xo-
AWMMble ANng NPoAyKLUMK FPyAHOro MosoKa.

OCHOBHbIM HYTPUEHTOM [PYAHOIO MOJIOKa, PErynupyto-
LWMM poCT MnafeHua, sBnsetcss 6e/0K € ero naacTMyeckown
U OpyrumMu GyHKUMAMKU. POCT AeTer Ha MPOTSKEHUM NEPBbIX
[BYX NET XWU3HU PErYNMPYETCH MHCYAMHONOLOGHbIM aKTOpOM
pocta 1 — ropMOHOM, KOHLIEHTPALMS KOTOPOro B KPOBU pebeH-
Ka MpsMO MPOMOpLMOHaNbHO 3aBUCUT OT KonuyecTBa Genka
B ero pauuoHe. O6Len3BECTHO, YTO cofepraHue 6enka B rpya-
HOM MOJIOKE CHM)KAeTCs Ha MPOTSKEHUM NAKTALLMM, YTO YETKO
KOPPENMPYET CO CHUMKEHMEM TEMMOB poCTa rpyaHOro pebeH-
Ka, GopMUPYS yKE YNOMUHABLUMIKCS Bbllle GU3NOIOTMYECKU
PeHOMEH 3amMeqsieHusi TEMMOB pocTa Yy AeTer Ha rpyaHoOM
BCKapm/nMBaHuu. C 3TM BO MHOIOM CBAi3aHa W 3aluuTHas posb
rPYAHOrO BCKApM/IMBAHUS OTHOCUTENbHO PUCKA Pa3BUTUS OXKM-
peHus y pebeHKa B cTapluem Bo3pacTe [16] — ogHOro U3 gosnro-
CPOYHbIX 3aLLMTHBIX 3QdEKTOB rPyAHOr0 MOMOKA, CBA3aHHOMO
C U3MEHEHMSIMU (B YACTHOCTU, YMEHbLIEHWEM Konn4yecTBa 6en-
Ka) B ero cocrtaBe. besycnoBHo, B 3aliMTe pebeHKa OT OXMu-
PEHWS UrpatoT PoSib U APYrMe KOMMOHEHTbI FPYAHOr0 MOJIOKa,
Hanpumep MHOroYUCIEHHbIe TOPMOHbI. OgHAKO, Y4uTbIBas, 4TO
WX BBEAEHWE B COCTaB AETCKMX MOJMIOYHbIX CMECel Ha cerog-
HSALWHWIA AEHb He NPeaCcTaBAsAeTCH BO3MOMXHbIM, 06CYKAEHME KX
POSIM OCTaeTCs 3a paMKamu JaHHOM CTaTbM.

[laBHO YCTaHOBNEHO, YTO AETU HA UCKYCCTBEHHOM BCKapM-
NMBaHUK (a B 60MbLUMHCTBE AETCKMX MOJTIOYHbIX CMecen 6enKka
3Ha4YnMO 60sbLUE, HEM B FPyAHOM MOJIOKE) OTNiMYatoTes 6onee
BbICOKMMM TeMMNamu pocTa [17], a AaHHble NOCNeAHUX NIET CBU-
[ETENbCTBYIOT O TOM, Y4TO YCKOPEHWE TEMMOB POCTa Ha MEPBOM
rofly XM3HW acCoLMUPYETCS C YBEIMYEHNEM PUCKA PasBUTHS
OXMpeEHUs B cTapuem BoapacTte [18]. CHMKeHMe pucKa pas-
BUTUS OXKMPEHMA Y AETEN HA MCKYCCTBEHHOM BCKapM/IMBaHUK
CBfi3aHO, TaKnMMm 006pa3oM, C HEeOOXOAMMOCTBIO CHUMXKEHUSA
YPOBHSA cogepaHus 6enka B AETCKMX MOJSIOYHbIX CMECsiX:
COBPEMEHHbIE TEXHOOMMK BMOJIHE MO3BONSIOT JOBECTH YPO-
BEeHb 6eflka B HWUX A0 12 r/n, MakCUManbHO NPUBAU3KNB K
coaeprkaHuio 6enKka B rpyaHom MonoKe. lNpuMeHeHne cmecen
C TakUM cogeprkaHnem 6enKka obecnevymBaeT AETAM afeKBaT-
Hble Temnbl NPUGaBKKM Macchl Tena, CPaBHUMbIE C TAKOBbIMU
y A€TEeN Ha rpyaAHOM BCKapM/IMBAHUK, YTO CHUMKAET PUCK pas-
BUTUS OXMPEHUS B cTapulem Bo3pacte [19, 20].



3AK/TIOMEHUE

YHUKaNbHOCTb TPYAHOrO MOJIOKa OnpefensieTcs B TOM
yucne U3MEHEHMEM ero coctaBa B COOTBETCTBMM C MOTPEG-
HOCTAMM pacTyuero pebeHKa. 3Ta 0COGEHHOCTb Npeao-
npeaensietr GOpPMUPOBAHME MHOIMX acrneKkToB GU3MONornn
pebGeHKa, BKo4aa anneTtut, PUTMbl CHa-604pCTBOBAHUSA
1 noBeaeHne. 3HaHMS O POKU FPYAHOIO MOJSIOKA B Pa3BUTUK
pebeHKa 1 GOPMMPOBAHUN €ro 340POBbS Ha BCIO OCTaBLUY-
0CS }XM3Hb NO3BONAT TAKKE COPUEHTUPOBATLCS U B onpeje-
NIEHWM U OLEHKE CcOoCTaBa COBPEMEHHbIX JETCKMUX MOMOYHbIX
CMecen.
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aTtpom — 3arnofo3peH NepesioM KocTen npeanseybsi. Ha peHTreHorpamme Hanau4me nepesomMa He rnoaTBepAeHo. Cutyauus
pacLieHeHa Kak annepruyecKas peakums, HazHadyeHa JeceHeHbnansupyrolas Tepanus, Ha GOHe KOTOPOM AMana3oH ABUKEHUIN
B IpaBO# PyKe HECKOJIbKO yBEMYM/ICS. B Bo3pacTe 2 Mec 0TMEYEHO CHUKEHUE 0b6beMa ABMKEHMI B 1eBow pyKe. lNpn rocnuta-
JI3aLmm COCTOSIHNE PacLieHEHO KaK cpeaHeTsKenoe. He anxopaamn, npM3HaKoB MHTOKCUKaLIMKU He Bbiano. Koxa v BuagnMmble ciin-
3ucTble 060/104KN HE N3MEHEHbI. CepaeqyHO-1erodyHas AesTelbHOCTb 6blia yA0BAETBOPUTENbHON. KMBOT AOCTYNEH nasbnawuum
BO BCeX oT€eNax, 6€36071€3HEHHbIN. [TeyeHb +6 cM, N10THON KOHCHCTEHLMKU. Cene3eHKa +5 cM. PU3N0A0rMYecKue oTrnpaBiIeHNs
B HOpMe. B HEBPOIOrM4eCcKOM cTaTyce: peaKkumus Ha OCMOTP afeKBaTHas, dMOLMOHabHbIN KPUK. YepernHo-MO03roBbie HepBbl
6e3 natosormn. Buamnt, cabilumnT. B pyKax orpaHumyeHne ob6bema aKTUBHbIX ABUKEHWMN, MacCUBHbIE ABMKEHUS] 60I€3HEHHbIE.
MpbileyHbI# TOHYC B pyKax HU3KUH, B Horax — 6mKe K puamnoorndyeckomy. CyxoxmibHble pepaeKchbl C PyK U HOI X1Bble, paB-
Hble. bonbLon pogHn4oK 1,5X 1,5 cm, He BbibyxaeT. PEHTTeHO/I0rM4ecKoe NCCaeoBaHne KOCTEH Mpearnieybs rnokasasao name-
HEeHWe CTPYKTYpPbl arMMPU30B 06enx KOCTEH Npeansieybsi, XapaKTepHoe A1 CUPUINTUYECKOrO OCTEOXOHAPHTA. 3aK/Ilo4YeHHne.
OnucaHbl CNOKHOCTU ANarHOCTUKU PaHHEro BPOXAEHHOIo cupuamnca y pebeHka B BoO3pacte 2 MeC pu OTCYyTCTBMU COOTBETCTBY-
oujero aHamHe3a y matepi. [logyepKmBaeTcsi HEO6XOAMMOCTb MCKIIOYEHUSI CUDUINTUYECKON MHOEKLUMN y M1aAEHLEB C ABUra-
Te/IbHbIMW HapYyLIEHNSMU, POIKAEHHBIX OT HE06C/1IE40BaHHbIX MaTepen.

KnioyeBble cnoBa: JeTv, paHHUI BPOXAEHHbIN cupunuc, ncesgonapany llappo, KIMHUYECKMI caydan, OCTEOXOHAPHT.

(Ana ymtupoBaHuns: benaneraguHoBa U. X., MutpodaHosa W.B., Knpuyerko T.B., AbpamoBa E. H., ApceHbeBa T.B., basapo-
Ba M.B., WaxrunbasaH C.B. MNcesgonapanuy Mappo npu paHHEM BPOXAEHHOM CUdUNNUCE: KITMHUYECKUIW cnydan. Bornpochki
coBpemeHHon neguatpmnn. 2018; 17 (2): 152-156. doi: 10.15690/vsp.v17i2.1882)

OBOCHOBAHME

BpoxaeHHbIn cudunnuc — Taenass BHYTPUYTPOOHas
MHOEKLUMS, KoTopas nopaKaeT OO0MbLIMHCTBO OpraHoB
M cuctem pebeHKa M MOXKET MPUMBOAUTb K €ro WHBa-
nuansaumnm [1]. OcHOBHas npodunakTMKa BPOXKAEHHOIo
cuduanca 3aKyaeTcs B CBOEBPEMEHHON AMArHOCTUKE
N 9OOEKTUBHOM NEYEHUN CUDUIUTUHECKON MHPEKLMM
Y XEHLWMH. MCTOYHMKOM MHEKLMK Ans niofa sBaseTcs
ToNbKO 60nbHas Matb [1]. CornacHo denepanbHbIM KiK-
HUYECKMM pEKOMEHAAaLMAM Mo BeAeHUI0 60/bHbIX CUdU-
JINCOM, C Lenblo NPOPUIaKTUKKN BPOXKAEHHOro cnudununca
NpPoOBOAMTCS TPEXKPATHOE ceposiornyeckoe o6cneaoBaHme
Bcex 6epemeHHbIx [2]. 06cneaoBaHuio, 1E4YEHUIO U HabBIO-
OEeHU0 AnnTenbHoCTblio OT 1 roga go 3 neT noanexar
BCE AETU, POXKAEHHble OT MaTtepen, 60bHbIX CUDUIUCOM
[3]. OaHaKo 3anoAo03pMUTb TaKylo BPOXKAEHHYIO NaTOOMMUI0

y pe6eHKa Npu OTCYTCTBMU CBEAEHUI O paHee nepeHeceH-
HOM cuduInce y Matepu KpamHe CIIOXHO.

PaHHui BpoxaeHHbI cudunuc (PBC) nerko auarHo-
CTUpOBaTb MPU HalUyun y pebeHKa KIWHWYECKUX Mpo-
ABJIEHWUM CO CTOPOHbI KOXW U CIU3UCTbIX 060/104€EK, TaKUX
KaK cuounntuyeckasd nysblpyatka, nanynesHas Chbinb,
CUPUANTUYECKUI PUHKT [4]. CudunuTnyeckas nysbipyat-
Ka — OOWH M3 NepBblX NaTOrHOMOHWYHBLIX CMMMTOMOB
PBC — o6HapyKvMBaeTCcs ye Npu POXAEHUU WaW MNpo-
ABNAETCH Ha NepBOW HeJerne U3Hu [5], nHoraa nub eau-
HWYHBLIMUW 3/IEMEHTaMMN UK eCKBaMaLuuen KoK Ha najo-
HAX M nogowsax [6, 7]. TakKe AOCTOBEPHbIM NPU3HAKOM
BPOXAEHHOW CUPUINTUHECKOM UHDEKLNN ABNFeTca And-
dy3Haas MHOMNbTpPaUMa Koxu [ox3uHrepa [8], KoTopou
NpealecTByeT apuTemMa, Mnocse Yero Koxka YnnoTHAETCS,
MHOUNBTPUPYETCH, CTAHOBUTCA r1aKon, GUoIeTOBO-Kpac-



HOW, KOXHble CKNagKku crnaxkusatotcq. AnddysHas HOUNb-
TpaUMa KOXM MNPOSBASETCA YTONWEHWMEM KOXW NafjoHen,
nogows, nuua. Yawe ato npoucxoaut Ha 8-10-# Hep
¥U3HU pebeHKa [8]. Ha Koxe nuua, ocobeHHO B obnactu
pTa ¥ noabopodKka, M3-3a MOCTOAHHOW TpaBMaTU3auuu
(cocaHue, KpUK) GOpMUPYOTCS TPELLMHbI U 3PO3UU, KOTO-
pble nocne 3axKMBAEHNS OCTaBASIOT Jly4MCTble pyoLbl, pac-
NoNoXKeHHble BOKPYr pTa (pyoubl ®ypHbe). Ha Koxe aroamu,
NONOBbIX OPraHoB, Nep1MaHanbHOM 06/1acT BO3MOXKEH aHa-
NIOrMYHbIN npouecc [8].

Cneundpuryecknn CUGUINTUYECKUI PUHUT, KaK NpaBuo,
pa3BuBaeTcs Ha 2—6-1 Hel XU3HU pebeHKa U MOXKET OblTb
€AMHCTBEHHbIM MPU3HAKOM PaHHEro BPOXAEHHOro cudwu-
nnca [1]. PuHuT nposiBnsetrca anddysHon BOcCnanutenb-
HOW WMHOUNBLTPALMEN CAN3UCTOM O0OGONIOYKM MOSIOCTM HOoca
M He nogjaeTtca CTaHAapPTHOMY NEYEHUIO C MPUMEHEHWEM
MECTHbIX COCYAOCY}MBaloWmMx npenapaTos [1].

Y peten rpyaHoro sBospacta crneumduyeckme KOCTHble
nopaKeHus BO3HMKalOT B BUAE OCTEOXOHAPMUTOB, MepMoc-
TUTOB, OCTEUTOB M OCTEOMNEPUOCTUTOB C SIBJEHUSIMMU OCTEO-
CK/Iepo3a M 3HAYUTENbHO pexe B BUAE M30MPOBAHHbIX
oYaroB AeCTpPYKLMWK, NpeacTaBastowmx cobom rymmal (y3nbl
B TKaHsX) [9]. XapaKTepHO CUMMETPUYHOE TMoparKeHune
KocTen npeannedybs n roneHn [10]. Paznuyatotr Tpu cTe-
neHn octeoxoHapuTa. Ha 3-1 ctaguum cny4datoTcs nepenombl
KocTen B obnactn Metadmsa. lNpn 3TOM MOXKET pa3BUTb-
ca ncesgonapanuy lMNappo: B NOpaxKEeHHOM KOHEeYHOCTH
OTCYTCTBYIOT aKTWMBHblE ABWXKEHMS, MOMblTKA NPOM3BECTU
naccuBHOE ABWMXXEHWE COMPOBOXAAETCH CUNbHOW 6Ones-
HEHHOCTbIO, Bbi3biBas njaa4y pebeHka [11].

Mpn BpOXKAEHHOM cudUIMCE YacTo OBGHapyKuBaeTcs
naTonorns BHYTPEHHUX OpPraHoB (renato-, CrieHoMeranums,
NPU3HAKW NaHKpeaTuTa, NoparKeHWe HEpPBHOW CUCTEMBI).
KnuHunyeckue nposiBneHns Hempocudunmca, KOTopblin BO3-
HMKaeT B 60% cnydyaeB PBC, y HOBOPOXAEHHbIX 06bI4YHO
OTCYTCTBYIOT. [IMarHOCTMKa Henpocuduimca ocHoBbIBaeTCS
Ha CeponorMyeckoMm o6cnefoBaHUKM JIMKBOPa U pesynbra-
Tax MarHWTHO-pe30oHaHcHoW Tomorpaduun [4]. U3BeCTHO,
YTO BPOXKAEHHbIV CUPUINC MOXKET NPOABAATLCS MOHOCHUM-
NTOMHOW K/IMHWYECKON KapTUHOM: TOJIbKO KOMHble Mpo-
ABNEeHWA (reHepann3oBaHHasa nanyfiesHas Cbifb, Wenylle-
HWE), U30/IMPOBAHHOE MOpPaXKEHUEe KOCTHOM CUCTEMbI WK
BHYTPEHHMX opraHoB [12-14].

Hwe npeactaBneHo onucaHue cnydyas PBC, npoTeKas-
Lero ¢ MOHOCUMMTOMHOW KIIMHUYECKOW KapTUHOW, 3aTpyad-
HUBLUEN AMArHOCTUKY 3abofieBaHUs Nnpu nepeBom obpalle-
HWUW 338 MEAULIMHCKOM NOMOLLbIO.

KNUHUYECKUA NPUMEP

O nauueHTe

MauneHt ®., 2 mec, nocTynun B MHOEKLMOHHYIO Kn-
HuyecKyto 6onbHULy (MKB) N2 1 r. MocKBbl B Mmae 2017 1.

AHaMHE3 }KN3HW: PEOEHOK N3 CEMbM TPYAOBbLIX MUTPaH-
TOB, NpMBLIBLIKX M3 Mongasun. Poannca B MockBe, OT BTO-
poOM HOpManbHO NpoTeKaBlen GepeMeHHOCTM U POoAOoB.
Ha ydyeTe no 6epeMeHHOCTM MaTb pebeHKa He cocTosna.
Bec npu poxageHun 3000 r, anmHa — 51 c™m; Ha rpyaHOM
BCKapMAMBaHWKU. BbeinucaH U3 pogaoma Ha 3-u CyT.

AHamHe3 3ab0s1eBaHu1s: B Bo3pacTe 1 Mec oTMevyanuchb
runepemMus, U3onnpoBaHHbIM OTEK MPaBoOro npeansieybs,
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Early Congenital Syphilitic Pseudoparalysis (Parrot’s Disease):
A Clinical Case

Background. Congenital syphilis is a severe intrauterine infection which, affecting most of the organs and systems of a child, can lead to
his disability. However, it is extremely difficult to suspect congenital syphilis in a child in the absence of information about prior syphilis in
his mother. The article presents a case of a monosymptomatic clinical picture of early congenital syphilis. Description of the Clinical
Case. At the age of 1 month, the child had hyperemia, isolated edema of the right forearm, and restriction of limb movements. He was
examined by a pediatrician who suspected a fracture of the forearm bones. X-ray did not show any fracture. The situation was regarded
as an allergic reaction; desensitizing therapy was prescribed during which the range of movements in the right arm slightly increased.
At the age of 2 months, there was a decrease in the range of movements in the left arm. On admission, the condition was regarded
as moderate one. No fever; no signs of intoxication. Skin and visible mucous membranes were not changed. Cardiopulmonary activity
was satisfactory. The abdomen was palpable in all compartments, painless. The liver was enlarged 6 cm, of dense consistency. The
spleen was enlarged 5 cm. Bowel and bladder functions were normal. Neurological status: the reaction to examination was adequate,
emotional cry. Cranial nerves without pathology. Can see and hear. Restricted range of movements in the arms; passive movements
were painful. Muscle tone in the arms was low, in the legs — closer to physiological one. Equal and brisk tendon reflexes from the arms
and legs. Large fontanel 1.5X 1.5 cm, not protruded. X-ray examination of the forearm bones showed a change in the structure of the
epiphyses of both forearm bones that was common to syphilitic osteochondritis. Conclusion. The article describes the complexity of
diagnosis of early congenital syphilis in a child aged 2 months in the absence of a corresponding anamnesis in his mother. The need to
rule out syphilitic infection in infants with motor impairments, born from unexamined mothers, has been emphasized.
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orpaHuMyeHne ABWMXKEHUN B KOHe4yHocTU. OCMOTPEH y4acT-
KOBbIM MeauaTtpoM — 3anofo3peH nepenom. Ha peHtre-
HOrpaMme AaHHbIX O NMepenoMe HEeT, CUTyauus pacueHeHa
KaK annepruyeckas peakuus, HasHayeHa [LeceHCUbunu-
3upylowan Tepanua (AMMeTuHAaeHa maneat rno 5 Kanenb
3 pa3sa/cyT B TeyeHue 5 cyT). Ha poHe neyeHns aBUKEHUS
B MPaBOW pyKe HECKONbKO yBENUYUINCE. C KOHLA Mas CHU-
3uncs 06beM ABWMKEHUIN B neBor pyKe. OCMOTPEH HEBPOJIO-
rOM MOMUKAMHUKM, HanpaBfeH Ha rocnuTanuaauuio. MNocne
OCMOTPOB B NPUEMHbIX OTAENEHUAX ABYX MOCKOBCKMX CTa-
uMoHapoB nauueHT HanpaBneH B MKB N2 1 r. MockBbl
c anarHo3om «OCTpbI BEPXHUIM Mapanapes».

dusuKanbHaa AUarHoCTUKa

Mpwn rocnutannsaymmn cOCTOSTHUE pacLEHEHO KaK cpea-
HeTsenoe. He nuxopaguT, NPM3HAKOB MHTOKCUKaLMK
HeT. Koxa uyuctaa. 3eB po30BbIM. B nerknx ayckynbra-
TMBHO [JblXxaHWe My3puiibHOEe, MPOBOAMTCSH BO BCe oOTae-
Nbl, XpUNoB HeT. YacTtoTa AblxaHusa 42/MuH. ToHbl cepaua
PUTMUYHBIE, 3BYYHble. YacToTa cepaeydHbiX COKpalleHun
124 /muH. MBOT AOCTyNeH nanabnauvn BO BCEX OTAenax,
6e360/1e3HeHHbIN. [le4eHb +6 CM, MJIOTHOW KOHCUCTEH-
umn. CeneseHka +5 cm. CTyn KawuueobpasHbii, XKenTbin.
MouunTcs agekBaTHO.

B HeBpos1ornyeckom cTatyce: peakLns Ha OCMOTP afeK-
BaTHas, 3MOUMOHalbHbIM KPUK. YepenHble HepBbl 6€3
natonoruu. Buaut, cnbiwnt. Pe3Koe orpaHMyeHne obbema
AKTUBHbIX ABUXEHWIN PYK, NAcCUBHbIE ABWUMKEHME B pyKax
BbI3bIBAOT Mja4y pebeHKa. MblleYHbl TOHYC B pyKax HU3-
KWK, B HOrax — 6mxe K dusunonormyeckomy. CyxoxuibHble
pedneKcbl C PyK 1 HOT XKBble, paBHble. BobWON POAHUYOK
1,5X1,5 c™m, He BbIOyXaeT.

MpeaBapuTenbHbl AUArHo3s
Ha gaHHOM aTane o6cnefoBaHUsa 3anofo3peH npenom
niae4yeBOMW KOCTHK creBa.

Puc. PeHTreHorpamma Koctei npeanneybs pebeHka ., 2 mec
Fig. X-ray image of the forearm bones of the child F., 2 months

lMpumevaHue. PeHTreHorpamMMbl KOCTeW Npeanneybs B NpsMon
npoeKkumun. CTpenkamu yKasaHbl 30Hbl OTCNOEHUS anudur3a —

3-9 cTaana OCTeoXoHApUTA.

Note. Radiographs of the forearm bones in a straight projection.
The arrows indicate the zones of epiphysis detachment — the third
stage of osteochondritis.

[AunarHocTtuyecKue npouenypbl

KnnHn4yeckun aHainu3 KpoOBM: TemMornobuH —
73 r/n (Hopma 103-141), sputpountel — 3,0 (HOp-
mMa 3,5-5,1x1012/n), TpomGouuTbl — 237 ThiC. (HOp-
Ma 100—3OO><109/n), nenkouutel — 10,7 (Hopma
6,0—17,5><109/n); HenTpodunbl nanoykosaepHole — 3%
(Hopma 1-5), cermeHToaaepHble — 27% (Hopma 16-45);
numeountbl — 35% (Hopma 45-70), moHouuTbl — 13%
(Hopma 4-10), 303uHodPUNIbl — 2% (Hopma 1-5), aTnnuy-
Hble MOHOHYyKNeapbl — 20% (B HOpPME OTCYTCTBYIOT), CKO-
pPOCTb OCefaHus apuTpountToB — 45 mm/4 (Hopma 2—10).

KnnHunyeckuit aHanma Moyu: yaenbHold Bec — 1006
(Hopma 1010-1017), pH — 6,5 (Hopma 5,0), 6enok —
0,41 r/n (B HOpMe OTCYTCTBYET), IeNKOUUTbl — 3—4 B nosne
3peHuna (n/3) (Hopma 0-5), aputpouutel — 100 B n/3
(Hopma 0-2).

KnnHnyecknin aHanms nmkBopa: 6enok — 0,27 r/n (Hop-
ma 0,22-0,33), untoz — 14 Kn/MKn3 (Hopma 0-15),
rnoKkosa — 2,5 mMmonb/n (Hopma 2,1-3,9), naktat —
1,6 mmonb/n (Hopma 1,1-2,8).

Brnoxmmunyeckmit aHanu3 KpoBu: C-peaKTUBHbIN Oe-
NIOK — 96 mr/n (Hopma 0-5), acnaptatammHoTpaHchepa-
3a — 312 ME/n (Hopma < 40), anaHMHamuHOTpaHchepa-
3a — 244 ME/n (Hopma < 40).

PeHTreHorpamma KocTen npearnjieybs: U3MeHeHue
CTPYKTYpPbl 3annMdun30B 06eux KOCTEW, XapaKTepHoe Ans
CUOUINTMYECKOTO OCTEOXOHAPKUTA (pUC.).

OcMOTp OKy/IMCTOM: 3adUKCUPOBAHO CHUMXeHue ¢oTo-
peaKkuuu. CuHgpom Apranna—PobepTtcoHa?

CepogmnarHocTnka CUOUINTUHYECKON MHQEKUMMU: peak-
LUMa MUKponpeuunuTaummn y pebeHka — 1:32 (Nonoxurtenb-
HO), y Matepn — 1:9 (MONOXKUTENBbHO); peaKLns HenpsmMon
reMarrnioTMHaumm énegHbix TpenoHem y peberka — 1:1290
(nonoxutensHo), y matepn — 1:1290 (NONOMKMUTENLHO);
peaKkuMs UMMOOUNN3aLnUKU BNieHbIX TPErNoHEM Yy pebeH-
Ka — TMOJIOXUTENBHO; peakuusa MMMYHODIO0PECLIEHLUN
Cc abcopbumen y pebeHKa — MOJIOKUTENbHO.

MMMyHO(EepMEHTHbIN aHa/ln3 CbIBOPOTKM KPOBMU y pe-
6eHKa: WUMMYHOrNo6ynuHbl rpynnel M K Treponema
pallidum — nonoxuTenbHo, rpynnbl G — NONOXUTENbHO.

KnuHnyecKkumn guarHos
PaHHWI BpoOXAEHHbIM cUbUAMC ¢ cumnToMamu (nopa-
YEHWe KOCTeN, MeYeHU, Cee3eHKU, NoYeEK).

AnddepeHumanbHaa guarHocTuka

[JMarHoCTU4YECKN LEHHbIMWU CUMMNTOMaMK Oblin OTCYT-
CTBME UCTUHHbIX NApe30B PYK MPU CHUXEHUU B HUX 06beMa
aKTUBHbIX ABUXXEHUM, a TaKKe 06Hapy)KeHWe OCTEXOHAPU-
Ta — NaTOrHOMOHMYHOro npmuaHaka PBC — npu peHTreHo-
JIOFMYECKOM MccnefoBaHMM KOCTEN Npeanneybs.

MeauuMUHCKMe BMellaTebCcTBa

Pe6eHKy npoBoaunacb aHTMbaKTepuasbHaa Tepanus
neHuuunnMHom B gose 100000 ME 6 pa3/cyT BHYTPUMbI-
WweyHo B TeyeHue 14 cyt. B pebiote aHTMOGaKTepuanbHOM
Tepanuu B TeyeHne 3 CyT OTMeYasioCb NoBbILEHWE TeMMe-
patypbl O GebpunbHbIX LUdP, pacLlEHEHHOE KaK anfiepru-
yeckas peakuus Apuwa-—lepkcrermepa, Kotopas NOMUMO
NOBbIWEHUA TemMrepaTypbl MOXET MPOSABAATLCH 03HOOOM,



CHW}XEHMEM apTepuanbHOro gaB/eHus, Taxukapaven, Tow-
HOTOW, FON0BHOM 60Mbt0, 60M1bI0 B MblLLAX, YCyrybneHnem
UMEBLUMXCS WK NOSIBIEHWEM HOBbIX CMMMTOMOB OCHOB-
HOro 3aboneBaHusl. PeaKuuss MOXKET BO3HWKHYTb 4epes
HECKO/IbKO 4aCoB OT Hayana jeyeHus crneundruyecKnumu
aHTMb6aKTepuanbHbiMKM NpenapatamMu y 60MbHbIX CNMPOXe-
T03amu (Treponema, Borrelia) n cBsA3aHa C BbICBOOOXKAEHU-
€M aHTUIFeHOB MPKU MaccoBOM r’MBeNn GaKTepUN.

AnHamMuKa u ucxoabl

Ha ¢oHe npoBoaAMMOM Tepanuum COCTOsHWE pebeHKa
YAYYLWKNNOCh — COH CMOKOWHbIN, anneTuT coxpaHeH. leyeHb
+4 cMm, ceneseHka +4 cM. Hapoc 06beM aKTUBHbIX ABUKeE-
HWUW B pyKax.

O6Lynn aHaiu3 KpoBu: remornobuH — 68 r/n, apu-
TpounThl — 2,8X10%2/0, TpoMGOLUTEl — 271 TbiC., NEM-
KounTbl — 9,5X10%/n, n/s — 4%, c/9 — 29%, nuMdo-
untel — 58%, MoHouuTbl — 8%, 303nHObUNbl — 1%,
C0O3 — 62 MM/ u.

O6Lymn aHaans moyn: yaenbHoln sBec — 1008, pH — 6,0,
6enok — 2,76 r/n, nenkountol — 17-18 B n/3, aputpoum-
Tol — 43-44 B n/3.

PebeHOK BbiNMcaH Ha ambynaTopHoe AofieYnBaHue no
MECTY MOCTOSIHHOM permcTpaumm.

MporHos

B uenom nporHos ans XuM3Hu 61aronpusaTHbIR NPU MeX-
AVCLUMNIMHAPHOM NoAxoAe K Tepanuun pebeHKa U AoIKHOM
yXo[e CO CTOPOHbI poauTeNeNn.

OBCYXAEHUE

B nocnegHue rogbl oTMevyaeTcs pocT 3a6oneBaeMocTm
CUPUINCOM Cpeam XEHLKWH OeTopoaHOro Bo3pacTta [15].
CnepyeT cKas3aTb, 4YTO peaNbHbli ypoBeHb 3abosieBae-
MOCTU CUOUINCOM, BEPOSITHO, ropa3ao Bbille, YeM peru-
cTpupyetcs obuLManbHON cTaTUCTUKOM [16]. B yacTHOCTH,
60nee BbICOKME MOKasaTenu MOryT 6biTb O6YCNOBMEHDI
TPYAOBLIMU MUTPaHTaMM, KOTOPbIE, MO AaHHbIM PErMOHaNb-
HbIX CNY)X6 34paBOOXPaHEHUS, HAaX0AATCs B rpynne pucka
[16]. B aTon cBSI3W Ba)KHO OTMETUTb, 4TO PoccuicKas
depepaums 3aHMMaeT 3-e MecTo cpean cTpaH ¢ Hanbonb-
WKMM YUCAOM TPYAOBbIX MWIPAHTOB (MPENMYLLECTBEHHO
M3 OblBLIMX COKO3HbIX pecnybnnkK) [17]. U3BecTHO TakiKe,
4YTO NpefocTaBleHne MeAULMHCKOW MOMOLLKM MWUrpaHTam
OCYyLEeCTBAAETCH OrpaHWYEHHO: MeAWLMHCKas MOoMOLLb
poctynHa meHee yeM 10% KeHWwWH n okono 30% peten
[18]. 3aboneBaemMocTb MHPEKUMUAMU, NepearommMucs
NofoBbIM MyTEM, CPeAn MWUIrpaHTOB B pasbl Bbille, YEM
cpeau HaceneHusa npuHumatolen ctopoHsl [18]. Mpu atom
eXXerogHo B pogaomMax MOCKBbI NOSIBASETCS Ha CBET OKO-
no 10 Tbic. AeTen, POXKAEHHbIX XUTENbHULAMU OaNbHEro
M 6nuxkHero s3apybexbs [19]. Bce BbileckasaHHoOe onpe-
aensieT Heo6Xo0AMMOCTb MOBbIWEHUA HACTOPOXKEHHOCTH
y Bpayen MNepBMYHOro 3BeHa B OTHOLWEHWW COLMaNbHO
3Ha4YnUMBbIX MHOEKUMI, B ToM yncne PBC.

M3BecTHO, 4YTOo AnarHoctnka PBC ponxkHa 6biTb KOM-
MNEKCHOM W BK/OYaTb OUEHKY KIMHUYECKUX MPOsiBIEHUNM

3a60/1eBaHMA C AaHHbIMW aHaMHe3a, pe3y/nbTaToB Cepo-
JIOTMYECKOIro U PEHTIrEHOSIOrMYecKoro nccnegosanum [20].
MNMocneacteuamun PBC, gaxe nocne nposegeHHoOM cneundu-
YECKOW Tepanuu, 9BAaoTCAa HU3KUK PUBUYECKUI MOTEHLMU-
an W 3ajeprka MNCUXOMOTOPHOro pas3BuUTUS. Pe3ynbratbl
HabnwaeHnsa nokasanu, 4to 6onee 70% peten ¢ cuduUun-
COM B Bo3pacTe 1 roga KM3HW UMeNn 3aepKy NCUXOMO-
TOPHOro pas3suTtua [21].

KaKk yKasbiBanocb Bbllle, Npodunaktnka cupunmtmye-
CKOM MHOEKUMN BKOYaET CaHUTapHO-MPOCBETUTENbCKYIO
paboTy (06 MCNonb30BaHUM GapbepPHbIX METOAOB KOHTpa-
Llenunmn); CKPMHUHroBoe obcnefoBaHMe HaceleHUs, B TOM
yucne TpexkpaTHoe ceposiornyeckoe obcneaoBaHne Gepe-
MEHHbIX, a TaKXe npoBeAeHMe MNONHOLEHHOro cneundunye-
CKOro le4eHUs ¢ NocneayowmnmM KIMHUKO-CePOIOrMYEeCKUM
HabnogeHneMm. OgHako NPUBEAEHHbIN KIIMHUYECKUI MpU-
Mep AEMOHCTPUPYET HeaOoCTaTKM OKa3aHWs MeAMLMHCKOM
NOMOLLM, @ UMEHHO AUTENbHOCTb NOCTAHOBKMK AMarHo3a,
4YTO, BEPOSATHO, CBA3AHO C HEXBATKOM 3HAHWM KIIMHUYECKMUX
CUMMNTOMOB AaHHOM NaTonorum cpeau Bpadyen NnepBrMyYHOro
3BEHa, a TaKXe OrpaHWYeHHOM AOCTYMHOCTbIO AMArHOCTU-
YEeCKMX TECTOB.

3AK/IIOYEHUE

AHanM3 npeacTaBNiEHHOro KAMHWYECKOro cnyyas fJe-
MOHCTPUPYET CNOXKHOCTU AuarHocTuku PBC y pebeHKa
2 MecC npw OTCYTCTBUM COOTBETCTBYIOLWErO aHaMHe3a maTe-
pu. Heo6xoamMmo oTMeTUTb 60blLLOE 3Ha4YeHWe obcrenoBa-
HUS BEPEMEHHbIX C LeNbl0 CBOEBPEMEHHOW AMArHOCTUKM
W nedveHus. Y geten ¢ ABuratenbHbIMU HapyLEHUSMAU B BO3-
pacTte oo 1 roga, poxAeHHbIX OT HeobcneaoBaHHbIX MaTte-
pen, Heo6XoAUMO UCK0YaTb CUPUITUTUYECKYIO MHDEKLMIO.

WHOOPMUPOBAHHOE COIIACUE

OT poauTena nauuveHTa (3aKOHHOro npeacrtaBuTens)
nosly4eHO NUCbMEHHOEe A0OPOBOJIbHOE MHPOPMUPOBAHHOE
cornacve Ha ny6avKauuio ONMUCaHUsa KIUMHWMYECKOro Chy-
Yyasi, a TaKKe Ha MCMnonb30BaHWE ero MeaULMHCKMUX AaH-
HbIX (pe3ynbratoB 06¢cnefoBaHus, NevYeHnsa u HabnaeHns)
B Hay4HbIX LLeNsx.
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0O6ocHoBaHHe. HeKomnakTHasi KapAuMomuonatus — rpynna reHeTMYECKN reTepOre€HHbIX, Majon3y4eHHbIX 3aboseBaHui
MUOKapaa € pal3Ho0bpas3HbiMKU KIMHUYECKUMU MPOSBAEHMAMM (OT 6ECCUMITOMHOIO TEYEHUS 10 MPOrPEeCcCUPYIOLLEN CUCTO-
JINYECKOM AMCOYHKUMU C CUMATOMaMM XPOHUYECKOM CepAevYHON HeAoCTaToYHOCTH, apUTMUSIMU M TPOMOOIMOOINYECKUMHU
OCJIOKHEHMSAMM). Y4nTbiBasi MHOroobpasue reHeTUYECKMX HapylleHW, acCoOUMMPOBAaHHbIX C Pa3BUTUEM HEKOMMaKTHOM
KapAnomuonaTnm, BaxHa reHeTn4yecKasl BepupurKkalmus anarHo3a 4718 onpeaeneHuns nporHo3a 1 npoBeaeHns noJHOLEHHOro
MEANKO-rEHETUYECKOro KOHCY/IbTUPOBaHUS CeMeN, B KOTOPbIX MMEIOTCS Ccay4yan 3abosieBaHusl. OnucaHne KJIMHUYEeCKOro
cay4as. B ctatee npesctaBaeHbl 1Ba KIMHUYECKUX HabI0AEHUS TSKE0ro TeYEHUS HEKOMIMaKTHOM KapAnoMMonaTnm ¢ peMo-
AennpoBaHMeM noJocTern cepaua no gunataynoHHoMy ¢eHotumy. C Lesblo yTOYHEHNST 3TUOJI0rMM 3a60/1eBaHUs MPOBEAEHO
MOJIEKY/ISIPHO-FEHETUYECKOE McCe0BaHne METOAO0M MPSIMOro aBTOMaTM4ECKOro CEKBEHMPOBaHUS C aHaM30M TapreTHbIX
obnactes 404 reHoB, MyTaLmm B KOTOPbIX ONMCaHbI MPU HacleACTBEHHbIX 3a60eBaHMsaX cepaLla u cocyaoB. [ocne Bepugpm-
Kaumun mytaumm (B reHax ACTC1 n MYBPC3) npoBeeH no1CK BbIIBIEHHON HYKNEOTUAHOM 3aMeHbl B 06pa3sLiax BEHO3HOM KPo-
BM poauTenen n B o4HOM ciaydyae — B obpa3ue [AHK nnoga. OnpeaeneH tmvn Hacae[oBaHUs, NPOBEAEHa OL€HKa BepPOSITHOCTH
MOBTOPHOIr0 BO3HMKHOBEHMS 3a60/1€BaHNs Y CUMBIMHIOB Npu nocaeaytouimx 6epeMeHHOCTsX. 3akndeHue. OnvcaHmne KanHu-
YeCKMX C/ly4aeB IEMOHCTPUPYET BaXKHOCTb FrEHETUYECKOM BEpPUPUKaLIMM AnarHo3a y naLnmeHToB ¢ HEKOMMNAKTHOM KapAnOMnO-
naTtven 415 onpeaeneHuns NporHo3a 3aboneBaHns n pa3paboTKM aroputMa HabaAeHns 3a PoACTBEHHMKaMU npobaHaa.
KnioyeBble cnoBa: KapanomMnonaTtusi, HEKOMIMAKTHbIM MUOKapA, KIMHu4YecKkui caydan, reHbl ACTC1, MYBPC3, myTtauwnm,
MEJIMKO-reHETUYECKOE KOHCY/IbTUPOBaHMe.

(Ana uymtupoBaHusa: Cpasurosa H.A., bacapruHa E.H., Pa6ues [.B., CaBoctbsaHoB K.B., lNywkos A.A., Xypkosa H.B.,
PeByHeHKoB I B., }apoBa O.[1. AKTyanbHOCTb FreHETUYECKON BEPUPUKALIMU HEKOMMAKTHOM KapaAMoMMonaTum y AeTen: Kiu-
HUYecKue cnydaun. Bonpockl coBpemeHHoun neanatpun. 2018; 17 (2): 157-165. doi: 10.15690/vsp.v17i2.1883)

Nataliya A. Sdvigova, Elena N. Basargina, Dmitry V. Ryabtsey, Kirill V. Savostyanoyv, Alexander A. Pushkov,
Natalia V. Zhurkova, Grigory V. Revunenkoy, Olga P. Zharova

National Medical Research Center of Children’s Health, Moscow, Russian Federation

The Urgency of Genetic Verification of Non-Compaction
Cardiomyopathy in Children: Clinical Cases

Background. Non-compaction cardiomyopathy is a group of genetically heterogeneous, poorly studied myocardial diseases with
a variety of clinical manifestations (from asymptomatic course to progressive systolic dysfunction with symptoms of chronic heart failure,
arrhythmias, and thromboembolic complications). Considering the variety of genetic disorders associated with the development of non-
compaction cardiomyopathy, genetic verification of the diagnosis is important for determining the prognosis and conducting genetic
counselling of families with cases of the disease. Description of the Clinical Case. The article presents two clinical observations of a
severe course of non-compaction cardiomyopathy with remodeling of the heart cavities according to the dilated phenotype. In order to
clarify the disease etiology, a molecular genetic study was conducted using the method of direct automatic sequencing with the analysis
of targeted regions of 404 genes which mutations are described in hereditary diseases of the heart and blood vessels. After verifying
the mutation (in the ACTC1 and MYBPC3 genes), we performed a search for the detected nucleotide substitution in the venous blood
samples of parents and in one case — in the fetal DNA sample. The mode of inheritance has been determined; the probability of
recurrence of the disease in siblings in subsequent pregnancies has been estimated. Conclusion. The description of clinical cases
shows the importance of genetic verification of the diagnosis in patients with non-compaction cardiomyopathy for determining the
disease prognosis and developing an algorithm for monitoring relatives of a proband.

Key words: cardiomyopathy, non-compacted myocardium, clinical case, ACTC1 and MYBPC3 genes, mutations, genetic counselling.
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OBOCHOBAHME

HeKkomnaKkTHas KapauomuonaTtus — rpynna reHetnye-
CKM reTeporeHHbIx 3aboneBaHni cepala, xapakrepusyeMbix
HanMynem [OBYXCNOMHOW CTPYKTypbl MUOKapaa — HEKOM-
NaKTHOro (TPabeKyNspHOro) M PacrnoNOXEHHOrO MOA HUM
KOMMaKTHOro cnoes [1, 2]. 3ta HO30/10rna npeactaBnser
60MblWOW MHTEpPEC AN KIAMHWULUMCTOB, MOCKOJIbKY YacToTa
ee BbliBNeHns 6narogaps COBPEMEHHbBIM Y/IbTPA3BYKOBbLIM
M MarHUTHO-PE30HAaHCHbIM MeToAaM AWMAarHOCTUKKU B HACTOS-
Lee BpeMs 3HauuTenbHO yBenmumnnacb. OgHaKko psaa cneuu-
aJMCTOB CYUTaEeT, 4TO pPacnpoCTpaHeHHOCTb 3abosieBaHUd
ocTaeTcs HegooueHeHHow [3—5]. KnnHuyeckme nposiBneHus
HEKOMMNAaKTHON KapAMoMMonaTuM Ypes3Bbl4alMHO pPa3HOO06-
pasHbl U BapbMpPytloT OT 6E€CCUMMTOMHBIX, ClyYanHO BbISB-
JIEHHbIX MPU CKPUHWHIOBOM 06CNEefOBaHMU YEHOB CEMbM
CNny4aeB [0 C/lyHaeB TAXKENOro Nporpeccupyowero Te4eHuns
60/IE3HN C CUMMNTOMamMu XPOHUYECKOW ceplevyHOW Hepao-
CTaTO4YHOCTH, apUTMUU, TPOMOOIMOOTMYECKUX OCTOKHEHUI
W HacTynneHus netanbHOro ucxoaa [6—38].

Y nauMeHToB C HEKOMMAKTHOW KapauvomuonaTtuen BO3-
MOXHbl pasnun4yHble BapuaHTbl PeEMOAENMpPOBaHUA Ccepa-
Lua — AMnaTauMOHHbIN, PECTPUKTUBHbBIN, TMNEPTPODUYECKUI
M CMELLaHHbINW, coYyeTalol M B ce6e NPU3HaKM BblLLEONUCaH-
HbIX popm [9—11]. Ana neten c pemogenmpoBaHuem no auna-
TaunMoHHOMY GeHOTMNY Ha GOHE HEKOMMAKTHOW KapAWOMMUO-
naTMn xapakTepHo 6osiee TaXenoe TedyeHwe 3aboneBaHus
C HebNaronpUATHbIM UCXOOM MO CPABHEHMIO C NaLMEHTaMU,
UMEIOLWNMU CMELLaHHbIM, 6€3 CUCTONMYECKON AUCHYHKLINMU,
unu runeptpodumyecknin deHormn [10, 12].

B HacTosee Bpemsi reHeTu4ecKas reTeporeHHOCTb HEKOM-
MaKTHOM KapAMOMMOMNAaTUM He BbI3blBAeT COMHeHun [13, 14].
M3BeCTHO, YTO HEKOMNAaKTHas KapAnomuonatus accoummpo-
BaHa C pas/IM4HbIMU XPOMOCOMHbIMX aHOManuamu [13, 14],
MUTOXOHAPMaNbHbIMKM 3abonieBaHuamMK [15], X-cLenneHHbl-
MU CMHAPOMaMK (B T.4. cuHApoMm bapta, HeMpoMmblleYHble
60ne3Hu) [1], MmyTaunsamMun B reHax-capkoMepax ¢ ayToCOMHO-
[OMWHAHTHbIM TUMOM HacnefoBaHus [16, 17], BapbupytoLlen
3KCMNPECCUBHOCTbIO U HEMOHOM MNEHETPAHTHOCTLIO.

B coOTBETCTBUM C MPAKTUHECKMMU PEKOMEHAALMSAMU U
3aK/II0YEHNSIMN IKCMEPTHbLIX COOOLLECTB, TAKTUKa BeAeHuUs
nauMeHTOB C KapanomMonaTusaMm BKIOHaET B ce6S reHeTu-
4YeCKoe TeCTUPOBaHMWe, OLLEHKY CEMEMHOIO aHamHesa, Kiu-
HUYECKUIM U FTEHETUYECKMUI CKPUHUHT YIEHOB CEMbM NPOGaH-
[1a, B T.4. MEAMKO-reHETMYECKOE KOHCYIbTUpOoBaHue [18, 19].
[MpoBeaeHne MONEKyNpHO-reHeTUYEeCKOro ncecneqoBaHmsa B
CEMbSIX C OTArOLWEHHOM HAaCNeACTBEHHOCTbIO N0 KapAnOMMOo-
naTMamM NOMoOraeT KaK UCK/IIOYMUTb Hannume 60nesHn y psaaa
POACTBEHHMKOB, TaK W BbiiBMTb NaTOreHHble reHeTUYecKne
BapuaHThl. lNocnegHee o6ycnoBnmMBaeT HEOOGXOAUMOCTb MPO-
BOAWTb, BO-NEPBbIX, PErYAAPHbIA KITUMHUYECKUA MOHUTOPUHI
C Lenblo paHHero BbiiBNeHWUS AUCOYHKLUMU M Ha3HavyeHus
npu Heo6XoAMMOCTM Tepanuu, a BO-BTOPbIX, MEAMKO-reHe-
TMYECKOE KOHCYNbTMPOBaHWE Mo BOMpocam MniaHWpoBaHMUS
CeMbM, B T.4. MOCPEACTBOM MpeHaTalbHON WU NpenMMniaHTa-
LIMOHHOW ANArHOCTUKMU.

Llenb onucaHusa KIAMHWYECKUX Cly4aeB — MPOAEMOH-
CTPUPOBaTb BO3MOXHOCTU TEHETMYECKON BepuPUKaLUK
[MarHo3a npu HEeKOMMaKTHOW KapauomuonaTuu ans onpe-
[leneHuns nporHo3a 3aboneBaHna 1 pa3paboTKu anroputma
HabnoAeHUs 3a POACTBEHHMKaMK nNpobaHia.

K/IMUHUYECKMUE NPUMEPDI

KnuHuyeckum npumep N2 1

O nayuneHte

MauneHtka K., Bo3pacTt 2 roga 8 mec. M3 aHamHesa
M3BECTHO, YTO HACNeLCTBEHHOCTb MO CepAeYHO-COCYAUCTbIM
3ab601eBaHNAM He OTArouleHa: co C/l0B poauTeNien nauu-
€HTKM, 3abosieBaHUN Cepae4HO-COCYAUCTON CUCTEMbBI Y POL-
CTBEHHWMKOB 1- U 2-1 IMHMK POACTBA (BPOXKAEHHbIE MOPO-
KW cepaua, HapyweHuss puTMa M NpoBOAMMOCTM cepaua,
niwiemuyeckas 6one3Hb cepaua, aptTepyanbHas rmnepTeHsus,
KapanomuonaTus), ciydaeB BHE3aNHOW CMePTU UL, MOSIo40-
ro Bo3pacta (4o 40 net) He oTMe4anocb. Pe6eHoK OT maTepm
27 net, oT 1- 6epeMeHHOCTH, NpoTeKaBLUeER Ha GpOHe rnnep-
Koarynauumm (HapylweHue deTonnaueHTapHoro KpoBooo6-
paleHns, U3MEHEeHMS MapaMeTpoB remocTtasa Mo AaHHbIM
NlabopaTopHbIX aHaIM30B) Ha BCEM NPOTAKEHUN GEPEMEHHO-
CTU (MeANKaMEHTO3Has KOPPEKUMS 3HOKCanapuMHOM HaTpus
B | TpumecTpe, aunupuaamonom — Bo |l Tpumectpe), ¢ 60Mb-
wow npubaBKor B Bece (+20 Kr), OT NepBbIX CAMOCTOSATENbHbIX
ponoB. Macca Tena npu poxaeHun 2990 r, anuHa Tena 49 cwm,
oLeHKa no wKane APGAR 7/8 6annoB. HeoHaTtanbHbIM nepu-
oA 6e3 ocobeHHocTen. B Bo3pacte 1,5 mec npu npoBeaeHuu
nnaHoBOro axokapauorpaduyeckoro (AxoKl) mnccnegoBaHus
BbISIBNIEHbI PEryprutaumsa Kposu 1-i cTENEHN B MUTPaNbHOM
KnanaHe, OTKPbITOE OBa/lbHOE OKHO 3 MM, OTKPbITbIN apTepu-
anbHbIV NPOTOK 1,8 MM, B ocTa/lbHOM — 6e3 natonoruu. Mpu
KOHTpoOsie No noBoAay deTanbHbiX KOMMYHWKaLMK (OTKPbITOE
OBa/IbHOE OKHO, OTKPbITbIM apTepuanbHbIi NPOTOK) B 3 mec
no AaHHbiM IxoKI oTMevanacb oTpuuaTenbHas AMHaMWKa,
nposiBAsBLIasCS Aunatauuen neBbiX OTAEN0B cepala: neBoe
npeacepave (J1M) 22 mm, Z-score 2,68 (Hopma o 17 MM,
Z-score — [0 2,0), KOHEYHbIV ANaCTOIMYECKUIN pa3mep NeBo-
ro xenynoyka (KAP JTXK) 32 mm (Hopma Ao 24 MM), KOHEYHbIH
cuctonuyeckumn pasmep (KCP) JIXK 27 mwm, Z-score 4,4 (Hopma
0o 19,5 mm, Z-score — go 2,0), cHMKeHne GpaKLmm BbIGPO-
ca (PB) no Tenxonbuy ao 48% (Hopma oOT 65%), yBenMyeHve
peryprutaumm Ha MWTPaibHOM KianaHe A0 2-A CTeneHw,
OTKPbITOE 0BaJIbHOE OKHO 1,5 MMm.

dusnkanbHasas JUarHocTMKa

B cBS3K ¢ BbIIBAEHHbIMWU U3MEHEHUSIMWU AEBOYKA rOCMU-
TanuM3npoBaHa B Kapauonoruvyeckoe otaenedne HMWL|
3[0pOBbS AeTen (paHee HayyHbIM LEHTP 340pOBbS AeTeMn,
MockBa) B Bo3pacTe 4 mec. pu ocmoTtpe: AedunumnT Macchbl
Tena (NPoLeHT geduunTa Beca OT LOMKHOINO Beca COOTBET-
CTBEHHO pocCTy) 6,5%, nepuopbuTanbHbii U NepruopasnbHbIN
LMaHO3, MPaMOPHOCTb KOXMW, AUCTalbHbIA TMNEPruapos,
NEPKYTOPHO pacClWMUPEHNE FPaHUL, OTHOCUTENbHOM TYNnocCTH
cepfua (neBass — +1 cM OT IeBOV CPEeAHEKTIOUYUYHON TUHUMU,
npaBasi — MO NpaBoW NapacTepHanbHON IMHUKN, BEPXHAA —
2-e pebpo), ayCKyNbTaTMBHO CUCTOSIMYECKMI LIYM Hah BCen
NMOBEPXHOCTbIO Cepfilla C 3KCTpaKapAananbHbIM NPOBEAEHU-
€M B JIEBYIO aKCUNINAPHYIO 061aCTb U Ha CMUHY.

MpeaBapuTenbHbINA UArHO3

Ha ocHoBaHuu anob, AaHHbIX aHaMHe3a, pe3ynbTaToB
KIMHMYeCcKoro ob6cnefoBaHUst MOCTaBEH MpeaBapUTENbHbIN
avarHog: «KapgnomuonaTus, agunataunoHHbiv deHotun. Hego-
CTaTOYHOCTb MUTPA/IbHOMO KlanaHa. XpoHUYecKas cepaeyHas
HefocTaTo4HOCTb 2A CT. PyHKLUMOHaNbHbIM Knacc |l no Ross».



AnarHocTnyeckune npoueaypbi

Mo pgaHHbIM 3xOKI (puc. 1), npeacepavs annatuposa-
Hbl (JIN 20X44 mm, anametp 20 MM Npu Hopme < 16 MM;
npaBsoe npeacepave, M, 22X29 MM, aAvameTp 22 MM Npu
HopMe < 16,6 MM) 1 neBblv wenygodek (KAP 31 mm, Hopma
< 24 MM), CHMXEHa COoKpaTumocTb cepaua (PB no Tewn-
xonbly 44%, no CumncoHy — 38%), HEKOMNAKTHbIV MUOKapA
(B 06/1aCTM BEPXYLWKWU OTHOLWEHME HEeKOMMaKTHOro cnos
K KOMMNaKTHOMY 8:3), HeJOCTaTO4YHOCTb MUTPAIbHOMO Knana-
Ha 2-M CT. Ha GOHE aHHYNO3KTa3nu.

Knuumnyeckuii gnarHos

Kapavomuonatusg, AunataunoHHbIN GEeHOTUN; HEKOMMAaKT-
HbI MUOKap[ NEBOTO Xenyao4Kka. Hegoctato4HOCTb MUTPasib-
HOro KianaHa 2-nm creneHn. XpoHU4YecKkas cepredHas Hepo-
cTaTo4HoCTb IIA cT. PyHKLMOHanbHbIN Knacc |l no Ross.

AnddepeHymnanbHas guarHocTmKa

YyutblBasi Xxapaktep TedyeHus 3abosieBaHus, MNPOBO-
avnacb aunddepeHumnanbHas AWMArHOCTUKA Mexay BPOXK-
[JEHHbIM MOPOKOM cepaua (BpoXKAeHHas HeaoCTaTO4HOCTb
MWUTPaNbHOrO KaanaHa) W KapauomuonaTtven, Ha MOMEHT
NepBUYHOrO NMOCTYMIEHUSA COXpaHsnacb HeonpeaeneHHOCTb
B NMOCT@HOBKE OKOHYaTeNbHOro AnarHo3a. B xoae ganbHen-
wero HabnwaeHus, UHTpPaonepaLunoHHON OLEHKM COCTO-
AHWUA MWUTPaANbHOIO KnanaHa, pe3ynbTaTOB FEeHEeTUYECKOM
[AVMarHOCTUKKW NOATBEPKAEH AMArHO3 Heknaccuduumpyemon
KapavoMuonaTtumu.

MeaununHcKne BMellaTeIbCTBa

MNopgo6paHa Tepanwusa, HanpasfieHHas Ha KynupoBaHue
CUMMNTOMOB XPOHWYECKOM CepheyHOM HeAoCTaTO4HOCTH
(kanTonpun 1 Mr/Kr B CyTKu, 6uconponon 1 mr/cyT, AUrOK-
cuH 0,02 mr/cyt, Topacemug 0,625 mr/cyt) U npobunak-

TUKY TpoMb6006pa3oBaHua (aueTuncanuvuunoBas KucnoTa
6,25 mr/cyt), meTabosiyecKkas Tepanua (Kanuvs v marHus
acnapTart, youaeKapeHoH).

AvnHamMmuKa n ncxogbl

Ha ¢oHe npoBOAMMOro MeAMKaMEHTO3HOro Jie4yeHus
CoCcTOsiHME pebeHKa ¢ oTpuLaTebHOW AMHAMWKOM KaK Kiu-
HUYECKM (MOSBUAUCH TaXMKapAMS, TaxMMHO3, renaTocnieHo-
Meranus), Tak 1 no peaynsratam IxoKIl (nporpeccupytolas
avnaTtauua Bcex Kamep cepaua: B 7 Mmec JIM 29X36 mwm,
M 26X30 mm, MK 14 MM, KOHEYHO-AMACTONMYECKUW/
KOHEeYHOo-cucTonmyecknn guametp JIXK 37/31 Mm), CHU3U-
Nlacb CoKpaTuTenbHas cnocobHocTb MUoKapaa (PB no Ten-
Xonbly 22%), yBennymMnacb peryprutaums Ha MUTpanibHOM
KnanaHe 10 4-1 cTeneHu Ha GoHe aHy/I03KTa3uu.

B Bo3pacte 10 mMec Npou30LWN0 pe3Koe yxyaleHue
COCTOSIHUS 3a CcYeT AblxaTelbHOW W cepaevyHon HepocTa-
TOYHOCTU, 4YTO nNOTpPeboBano IKCTPEHHOW rocnuTanuila-
uMn B otgeneHne peaHumaunn HMMUL, 3gopoBbs aeTen.
Y4uTbiBas COXpPaHSIOLLYIOCH HEeLOCTaTOYHOCTb MMUTPabHOMO
KnanaHa 4-# CT., He NoaJatolLyocs KOHCepBaTUBHOMY Jleve-
HUIO M NPENATCTBYIOLLYIO YMEHbLUEHUIO MPOSBAEHUI XPO-
HUYECKOW cepaeyHOW HeAOCTaTOYHOCTU, MPUHATO peLleHne
0 XMPYPruyeckon KoppeKuun. Mo KU3HEHHbIM NOKa3aHUaM
npoBeAeHa onepauus NPoTe3MPoOBaHUS MUTPaNbHOrO Kia-
naHa MexaHu4yecknm npotesom Sent Jude 17 mm; nocneone-
pPaLUMOHHbIM Nepuoa NpoTexkan 6e3 OCNOXKHEHWUN. Y4uTbiBas
XapaKTep Te4YeHUs OCHOBHOro 3abofieBaHWs, NPOALOSIKEHa
MeAWKaMeHTO3Has Tepanus, HanpaBaeHHas, CornacHo Ku-
HUYECKMM PEKOMEHAAUMAM, Ha KYNMMpOBaHWE XPOHUYECKON
cepaeyvyHon HegocTaTtoyHocTu [20].

Yepes 1 rog nocne xupypruyeckom KoppeKLnn HegocTaTou-
HOCTU MUTPAbHOro KnanaHa B AMHaMUKe Nno gaHHbiM IxoKI
OTMeYaloTCs YMEeHblUEHWE pa3MepoB NEBbIX OTAEN0B cepaLa

Puc. 1. Pe3ynbraTthl axokapanorpadmyeckoro nccnefoBaH1s NeBoro Xenyaoyka cepaua naumeHTky K.: usmeHeHnusa ao u nocne

onepaTtuBHOro ie4eHnqa

Fig. 1. The results of an echocardiographic study of the left ventricle of patient K.: Changes before and after surgery

MpumevaHue. Cnea: axokapanorpabus, BbiNosHeEHHas B Bo3pacTe 6 Mec, 4-KaMepHas No3uLLMs: BbipaXKeHHas aunatauus N1eBoro
KenyaoyKa (pasmepbl 0603HaYeHbl CTPENKaMK) C HEAOCTAaTOYHOCTbIO MUTPaNbHOro KnanaHa 3—4-# cteneHun. CnpaBa: axokapauorpadus,
BbINO/IHEHHAs B Bo3pacTe 1 roga 9 mec, 4-KamepHasi No3uLMs: COCTOsIHWE Nocie NPOTE3UPOBaAHNUSA MUTPANbHOMO KianaHa, HEeKOMMNAaKTHOCTb
MUWOKapaa B 06/1aCT BEPXYLIKM NEBOTO XKeNyaoyKa (CTPEIKOM 0TMeYeH HEKOMMAKTHbIA MUOKaPA).

Note. Left: Echocardiography performed at the age of 6 months, 4-chamber position: Marked dilatation of the left ventricle (dimensions are
indicated by arrows) with grade 3—4 mitral valve regurgitation. Right: Echocardiography performed at the age of 1 year 9 months,
4-chamber position: Condition after mitral valve replacement, myocardial non-compaction in the left ventricle apex (the arrow marks

the non-compacted myocardium).
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(8 1 rog 10 mec KAP J1XK 32 mm, KCP 27 mm, J11 21X 21 Mm),
yAydylWeHne COKpaTUTENbHOM CNOCOGHOCTM MMOKapaa
(PB no Temnxonbuy 37%, no CumncoHy — 46%), reMoanHa-
MUWYECKMe NapameTpbl NpoTe3a B MUTPaibHON NO3MUMK YAO-
BNETBOPUTENbHbIE, peryprutaunm Het. Ha ¢oHe yMeHblueHus
pa3mMepoB MOOCTEN cepAua COOTHOLEHWME HEKOMMAaKTHOro
cNnos MMoKapaa K koMmnakTHomy 3:1. KNMHUYEeCKM cocTosiHMe
pebeHKa 3Ha4YuUTEeNbHO YydLIMA0Ch, GU3UYECKOE U MCUXOMO-
TOpPHOE pa3BUTHE COOTBETCTBYET BO3PACTY.

YyutbiBas Taenoe tedyeHue 3aboneBaHus, norpeboBaB-
Lee onepaTMBHOIO IEYEHMUS, C LIE/bIO FEHETUYECKON BEPUDU-
Kauuu anarHosa pebeHKy MPOBEAEHO MOMEKYNSPHO-TEeHETH-
4yecKoe uccnegoBaHMe METOAOM MPSIMOr0 aBTOMAaTUYECKOro
CceKkBeHnpoBaHus no CaHrepy Ha o6opyaoBaHum lon S5 (Thermo
Fisher Scientific, CLLIA) ¢ nccnegoBaHveM TapreTHbix o6acTen
404 reHoB (KapauonaHenb), MyTauun B KOTOPbIX MpUBOAAT
K pa3BUTUIO U3BECTHbIX K HACTOSALWEMY BPEMEHW HacneaCTBEH-
HbIXx 60ne3Hen cepaua v cocyaoB. bBronHdbopmaTUdecKum
aHann3 NosyYeHHbIX AaHHbIX NMPOBOAWMICS MPU MOMOLLM MPO-
rpamm Alamut Batch n Alamut Focus (Interactive Biosoftware,
®paHuma). B pesynstate B 3k3oHe 4 reHa ACTC1 (OMIM
102540) BbisiBNeHa HyK1eoTuaHasa 3ameHa c.477T>A B reTe-
PO3UIOTHOM COCTOSIHWMM, MPMBOAALWAS K aMWHOKMCIOTHOM
3ameHe p.D159E. HykneoTMaHas 3aMeHa paHee He ornucaHa.
Mo aaHHbIM KOMMbOTEPHOro aHanu3a (Alamut Visual), aBns-
eTcs naTtoreHHon. PaHee myTauuu B AaHHOM reHe, CornacHo
6a3e OMIM, onucaHbl Npu gunatalMoHHOM GeHOTUNE Kapano-
Muonatuu, runepTpodmuyeckoMm ¢GeHOoTUNe, HEKOMMAaKTHOM
MWOKapae NeBoro xenyaoyka [21, 22].

MpuHMMas BO BHMMaHWE MONOAOM BO3pPacT poauTe-
Nen, ¢ Uenblo MeAUKO-TeEHETUYECKOTO KOHCYIbTUPOBAHMS MO
BOMPOCY NOBTOPHbIX 6EPEMEHHOCTEN, C YHETOM Pe3yNbLTaToB
MOSIEKYNSIPHO-TEHETUYECKON ANArHOCTUKM BbINOSIHEH MOUCK
HYK1€0TMAHOM 3aMeHbl €.477T>A B 3K30He 4 reHa ACTC1
B 06pa3Lax BEHO3HOW KPOBM MaTepu 1 0TLa pebeHKa: MyTa-
LM He 0BHapy*KeHO.

MporHo3

OueHKa nporHo3a A9 XW3HU M 340POBbS MauMeHTa
3aTpyAHEHa, MOCKOMbKY Ha GOHe CKOPPEKTMPOBaAHHON
MEAMKaMEHTO3HOW TepanumM BO3MOXHbI KaK cTabunusauus
COCTOSIHUS pebeHKa C MMHUMasbHbIMU MPOSIBIEHUAMM XPO-
HWYECKOW CepaeyvyHOM HeaoCTaTOYHOCTM, TaK U pa3BuUTHUE
TOPNMAHOIO TEYEHUS XPOHMYECKOW CepaeyHON HeaocTaTou-
HOCTW, PE3WUCTEHTHOW K neyeHuto. o mepe B3pOCNEeHUs
pebeHKa, BepOsTHO, noTpebyeTcsa MNOBTOpHas onepauus
no 3aMeHe npoTe3a MUTPabHOro KnanaHa.

MporHo3 ans cembu: MyTauus y pebeHKa UMeeT xapaKkTep
de novo, BEPOATHOCTb MOBTOPHbIX CllyHaeB KapAanomuonaTuu
C TSXKEeNbIM TeYEeHMEeM, BbI3BaHHOW BbILLEONMCAaHHOW MyTa-
LuMen, B JaHHOM ceMbe Y CUONHIOB He Bbille, YeM B 00LLeN
nonynsumm.

BpemeHHas wKana

[JnHaMnKa axoKapanorpapuyeckmnx USMEHEHUN 1 coaep-
»aHus proBNP 3a Bpemsa HabniogeHuss npeactaBflieHbl B
Tabn. 1. laHHble AxoKl oo n nocne onepaTtMBHOIO Ne4YEHUNA
npeactaB/eHbl Ha puc. 1.

KnuHuyeckun npumep N2 2

O nayuneHte

MauuneHTka ®., Bo3pact 7 net 9 mec. I3 aHaMmHe3a n3-
BECTHO, 4YTO y 6abylKM NO MaTEPUHCKOW TIMHUM — apTepu-
anbHasa runepteH3us. lpeacrtaBneHbl pe3dynbraTbl IXoKI
poauTenen — 6e3 NaTtonoruu.

Pe6eHoK oT 1-i 6epemMeHHOCTH, NpoTeKaBLen Ha GoHe
060CTPEHUSA XPOHUYECKOro nuenoHedbpuTa B KoHue | Tpu-
MecTpa (aHTMGaKTepuanbHaa Tepanus KOMGUHUPOBAHHbLIM
npenapaTtoM aMOKCULMANMHA W KnaBynaHOBOM KWCNOThI).
Ha 25-i Hep 6epemeHHOCTM B Mo4ye BbigeneHbl [AHK Bupyca
npocToro repneca 1-ro U 2-ro TMNOB, a TaKXe uuTomera-
nosupyca. Npu nosTopHOM uccnegoBaHuun (B 35 Hep) AHK
BMpYyCa NpOCTOro reprneca o6HapyeHa B KPOBM (MpoBeaeHa

Ta6nuua 1. JuHam1Ka U3MEHEeHW NoKa3aTenen axoKkapanmorpammbl U cogepxkarua proBNP y nauuneHTku K.
Table 1. Dynamics of changes in echocardiogram indices and proBNP content in patient K.

Noxasarenm Bo3spacTtHbie nepuoabl
3 mec 6 mec 9 mec 1ropa 3 mec* 1roa 9 mec 2ropa 3 mec
YCC, ya/MuH 130 176 161 108 150 135
KAP XK, mm 32 36 42 37 32 36
Z-score KAP JIXK 4,45 4,74 5,8 4,45 1,52 25
KCP J1XK, MM 27 31 32 27 26 26
NN (pa3mepbl), MM 20x44 29X 36 43X47 26x31 21x21 23x25
Eﬁ?ggzitlzl:io:;;nam, cT. 158-2 3-4 4 min min min
®B no Tenxonbuy, % 40 22 20 47 37 56
®B no CumncoHy, % 30 33 30 36 46 36
proBNP, nr/mn - - - 1110 513 460

lNpumeyvaHme. * — nocne onepaTnBHoro neveHns. YHCC — vacTtoTa cepaeyHbix cokpalleHuin, KAP/KCP JIX — KoHe4HbIn guacTonnyeckuin/
CUCTONMYECKUM pa3mep NeBoro xenyaoyka, J1N — nesoe npeacepane, B — dpakumns Bolbpoca, Z-score — cTaHAapTU30BaHHas OUeHKa,
proBNP — dopma nporopmoHa MO3roBoro HaTpuiypeTuyeckoro nentuaa.

Note. * — after surgery. HCC — heart rate, KAP/KCP J1}K — left ventricular end-diastolic/systolic dimension, JIIN — left atrium,

®B — ejection fraction, Z-score — standardized score, proBNP — a form of prohormone of brain natriuretic peptide.



MMMYHOKOPPUIMpYIoLLas Tepanus ¢ BHYTPUBEHHbIM BBeae-
HUEM UMMYHOT06YIMHOB).

PebeHOK poxaeH NyTeM KecapeBa ceyeHus (nepBuy-
Has cnabocTb PoOAOBOM AesATeNbHOCTM). Bec npu poxae-
Hun 3950 1, anrHa Tena 58 cm, oueHKa no wkane APGAR
6/7 6annoB. C poXKAeHUs BbICAylaH CUCTOIMYECKUNA LIYM,
LOMNONHUTENbHOE 06cnefoBaHNe B HeOHaTalbHbI Nepuoa
He npoBeaeHo. Poautenn oTMevyanu MpaMOpPHOCTb KOXKHOMo
NOKPOBaA, LIMaHO3 HOCOIYGHOr 0 TpeyronbHMKa.

B Bo3pacTte 6 Mec BnepBble BbinosHeHa IAxoKI: ycta-
HOBJiEHbl BblpaxeHHas aunataumsa JIXK (KAP 36 mm, KCP
30 MM), CHUXKEHME COKpaTUTENIbHOM CMOCOBHOCTM MUOKapaa
(PB no Tewnxonbuy 28%), HeAOCTATOYHOCTb MWTPANIbLHOIO
KnanaHa 1-—2-1 cTteneHu, ryéyatbli MMOKapA.

B cBS13K C 0GHAPYKEHHbIMU U3MEHEHUSMW TOCMUTANN3U-
poBaHa B Kapauonornyeckoe otgeneHve HMWL, 3gopoBbs
[eTen B Bo3pacTe 7 Mec.

dusnKanbHas AMarHocTMKa

Mpu ocmoTpe: LuMaHo3 HOCOryGHOro TPeYrofibHUKa, nepu-
op6UTaNnbHble TEHW, NEPKYTOPHbIE FPaHMLLbl OTHOCUTENbHOM
cepAeYvHOmn TynoCcTU paclWmMpeHsbl (MpaBas — Mo NpaBow napa-
CTepHabHOW IMHUK, BEPXHAS — Ha ypoBHe || mexpebepbs,
fieBas — Ha 2 CM KHapyXu OT CPedHEeKTYUYHOW NUHWUN);
AYCKyNbTaTMBHO TOHbI Cepaua PUTMUYHbIE, MPUIYLLEHbI,
CUCTONIMYECKMUI LIYM Ha BepXyLIKe, C 3KCTpaKapananbHbiM
NpoBeAEHMEM B JIEBYIO aKCUIIISPHYIO 06M1acTb, Ha CMWHY,
aKLEeHT 2-ro ToOHa Haj lero4Hou apTepuen, yacTtota cep-
[e4HbIX coKpalleHnn 130/muH, renatomeranus oo +2,5 cm
OT Kpas npaBow pebepHon ayru.

MpeaBapuTeNnbHbINA AUArHO3

Ha ocHoBaHWK }Kanob, AaHHbIX aHaMHe3a, pe3y/bTaToB
KIMHWYECKOr0 OCMOTPa NoCTaBfAEH NpeABapuUTeNbHbIN anar-
HO3: «KapanomunonaTtus, gunaTauMOHHbIM GEHOTUMN, HEKOM-
NaKTHbIK MWOKapA NIeBOro enyaoyka. HepoctaToyHOCTb
MUTPaNbHOro KnanaHa 2-M CT. XpOHWYecKas cepaedvHas
HeaoCcTaToO4YHOCTb 2B CTor.

[AnarHocTtuyeckune npouyeaypbl

Mo paHHbiM IxoKI: nesas BeHTpuKynomeranusa (KAP
JIXK 35 MM, KCP 30 MM) CO CHWXXEHMEM COKpaTUTEe/lbHOM
dyHKUMKM MUuoKapaa (PB no Tenxonbuy 30%), npu3HaKu
HEKOMMAKTHOro MWOKapAa TOTalbHO MO BCEM CErMeHTam,
3a UCK/IOYEHMEM 6Ga3zalibHblX OTAENI0B MEXIKeNnyao4KoBoMn
neperopoaKkn, HeaoCTaTOMHOCTb MMUTPaNbHOrO KjanaHa
2-1 CT., HeOCTaTOYHOCTb TPMKYCNMAANbHOro KnanaHa 1-# cT.

KnnHn4yecknii gnarHos

KapanomuonaTus, aunataumoHHbIM GEeHOTUMN, HEKOMMAaKT-
HbIM MMOKap[ eBOro Xenyao4ka. HegoctatoyHoCTb MUTPasb-
HOro W TPMKYCNUAANbHOIo KnanaHa. XpoHM4yecKas cepaeyHas
He0CTaToYHOCTb 2Bb-A cT. ®yHKLMOHanbHbIN Knacce |l no Ross.

AndppepeHynanbHasa guarHoCTUKa

lMpoBoannacb Mexay AvnaTaumMoOHHbIM GEHOTUMOM Kap-
AMomMMonaTMn U M30IMPOBAHHBIM HEKOMMAKTHLBIM MUOKap-
OOM IEBOTO XKenyAoyKa. Y4uTbiBas BblpaXKEHHYO Aunataumio
NeBbIX OTAENOB C ry64yaTblM MUOKapAOM, MOCTaBNEH Bbille-
YKa3aHHbIV AMarHos.

MeaununHcKne BMellaTeIbCTBa

PazpaboTaHa cTpateruvs ne4vyeHus, HamnpaBieHHas Ha
KynupoBaHue CUMMTOMOB XPOHWYECKOM CephevyHON Heao-
CTaToyHOCTU (auMrokcuH 0,03 wmr/cyt, Kantonpwun 1 Mr/Kr
B CYTKM, Kapseaunon 0,5 mr/cyT, dypocemus, ruapoxiopTu-
asug + TpuamTepeH), NpodunakTuKky Tpom6006pa3oBaHus
(auetuncanuuunoBasa kKucnota 12,5 mr/cyt), UMMYHOKOP-
PEKLMIO (MMMYHOIIOBY/IMH YenoBeKa HOpMasbHbIM 1 r/Kr).
lNpoBeaeHa meTabonuyeckas Tepanus (MEHTOKCUPUIIUH,
Kanuns 1 marHug acnaparuHar).

AnHamuKa n ncxogbi

B nanbHenwem pebeHoK perynapHo (1 pa3 B 4—6 mec)
obcnefoBancyd B YC/NOBUAX CTalMOHapa Kapauonoruye-
ckoro otaeneHna HMWL 3gopoBbsa aeten. Ha doHe meau-
KaMeHTO3HOW Tepanuu OTMeyanacb nporpeccupyowas
Avnatauusg pa3mepoB MoJIoCTeN cepiua € yxyAleHuem
CUCTONIMYECKON (YHKUMKU. B CBA3M C 3TUM BbINOAHANACH
KOppeKuns MeauMKaMeHTO3HOM Tepanuu (MPOoBOAMIUCH
Nle4yeHne BbICOKMMM [J03aMW AUYPETUKOB, KypCbl BBe-
JEHUS BHYTPUBEHHbIX WMMMYHOTNOGYIMHOB, T[JIIOKOKOP-
TMKocTepounaoB). Pesynbratbl AxoKlI Ha ¢doHe nposBoau-
MOW Tepanuu (B Bo3pacTe 5 fieT 6 mec) npeacTaB/ieHbl
Ha puc. 2.

B Bo3pacTte 6 ner 5 mec npoBeAeHa MarHUMTHO-pPe30-
HaHCHas Tomorpadusa cepaua C BHYTPUBEHHbIM KOHTpa-
ctupoBanuem: JIXK wapoBuaHon Gopmbl (KOHEYHbIM Aua-
cTonn4yeckun obbem JIXK no oTHOWEHMIO K naowaaun Tena
144 mn/mM2 npu Hopme A0 95 Mi/M2, KOHEYHBI CUCTO-
nnyecknn obbem JIXK no OTHOWEHWIO K naouwaau Tena
111 Mn/M2 npu Hopme go 35 MJ'I/MQ), MPOCBET BEPXYLUEYHO-
ro CerMeHTa NpPaKTUYEeCKU MOJSIHOCTLIO 3aHAT CeTbio Tpabe-
Ky, pacnpocTpaHsAoLMXCs MO BCEM CTEHKaM A0 CEpPeAnHbI
CPefHEero cerMeHTa; BblpaXeHHOE CHUXXEHWE COKpaTUTeSib-
HOM cnoco6HocT MuoKkapaa (PB 23% npu Hopme oT 51%)
(puc. 3).

Puc. 2. 9xoKapanorpamma neBoro enyaoyka naymeHTku e.
Fig. 2. Echocardiogram of the left ventricle of patient F.

lMpnmeyvaHme. CHUMOK BbINOSIHEH B Bo3pacTe 5 neT 6 Mec;
4-KamepHasi NO3MLMA: HEKOMMAKTHbIA MUOKAPA IEBOr0 XeyLo4Ka
CO 3Ha4YMMON aunataumen (6enow CTpenKom oTMedeH
HEKOMMNaKTHbIW CN10M, CEPON — KOMMAKTHBbIN).

Note. The image was taken at the age of 5 years 6 months;
4-chamber position: Non-compacted myocardium of the left
ventricle with significant dilatation (white arrow indicates

a trabecular layer, gray arrow — a compact layer).
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Puc. 3. JaHHble MarHWTHO-pe3oHaHCcHOM Tomorpadum cepaua ¢ ero
BHYTPUBEHHbIM KOHTPACTUPOBaHUEM Y NauueHTKn .

Fig. 3. The results of magnetic resonance imaging of the heart with
its intravenous contrast in patient F.

lMpumevaHue. A — 2-kamepHas npoekuusl, b — 4-kamepHas
npoekuus, B—E — npoeKumm no Kopotkum ocsim. CTpenkom
OTMEYEH HEKOMMAKTHbIA MUOKapA.

Note. A — 2-chamber projection, B — 4-chamber projection,
B-E — projections on short axes. The arrow marks the non-
compacted myocardium.

C uenbto reHeTnyecKon BepuduKaLMm anarH03a Bbinon-
HEHO MOJSIEKYNSIPHO-TEHETUYECKOE UCCNeaoBaHWE METOAOM
NPsSIMOro  aBTOMaTUYECKOro CEKBEHWPOBaHUS no CaHrepy
C MWCMONb30BaHWEM KapauoMaHenu, YyKa3aHHOW Bbllle.
B ak30He 06 reHa MYBPC3 BbisiBneHa mytauus c.772G>A
B reTepo3nroTHOM COCTOSIHUM, NPUBOASLLAS K aMUHOKUCOT-
HOM 3ameHe p.E258K. MyTtauusa onncaHa paHee y 60/bHbIX
C runepTpoduyeckon Kapanomuonatnen [23]. Kpome Toro,
B 3K30He 33 reHa MYBPC3 (OMIM 600958) BbiaBieHa
mMyTaumus ¢.3697C>T B retepo3vroTHOM COCTOSIHUK, MpPU-
BoAsLLas K TepMUHauuMu TpaHcnsauun p.Q1233X. Mytauus
TaKXXe onucaHa paHee y 60MbHbIX TMNEPTPOPUYECKON Kap-
avomuonatuen [24].

Puc. 4. [eHeanornyeckoe ApeBo cemMbM d.c aropuTMomM anMarHoCTuku

Fig. 4. Genealogical tree of family F. with a diagnostic algorithm

MYBPC3 ¢.772G>A p.E258K MYBPC3 ¢.3697C>T p.Q1233X

1974 r.p., np. 340poB 1978 r.p., np. 3a0poBa

MYBPC3 ¢.772G>A p.E258K
MYBPC3 ¢.3697C>T p.Q1233X

HykneotnaHbix 3ameH g.47353740G>A
1 47369975C>T B reHe MYBPC3 He BbISIBNEHO

[eBoyKa, 7 net 4 mec.

Ds: kapavomuonatus, aunaTaumoHHbIR GeHoTMN,
HEKOMMaKTHbIA MUOKapZ NeBOro Xenyao4Kka. AHeBpu3ma
MeX<npeacepaHoV neperopoakn. Hegoctato4HOCTb MUTPabHOMO
M TPUKYCMMAANbHOIO KnanaHoB. MapuuanbHbii CUHAPOM
NpeaBO306YKAEHUS XeNy[o4KOB. YrpoxKaema no cCMHAPOMY
BHe3anHon cmeptn. XCH 2AcT. Il @K no ROSS

[Onsa onpeneneHns Tuna HacnegoBaHWs B AaHHOW CeMbe
BbINO/IHEH MOWUCK HaWAeHHbIX Y pebeHKa myTauui B ob6pas-
LLlax BEHO3HOM KPOBKM 060UX poauTenen: y Matepu AEBOYKMH,
1978 r.p., B 9K30He 33 reHa MYBPC3 BbiiBfieHa HyKeo-
TMAHas 3ameHa c. 3697C>T B reTepo3nroTHOM COCTOSIHUM,
npuMBoAsLWas K TepMUHaLnK TpaHensaumumn p.Q1233X; y otua,
1974 r.p., B 3K30He 06 reHa MYBPC3 BbiiBfieHa MyTa-
ums c.772G>A B retepo3nroTHOM COCTOSIHUM, NpPUBOAsLLas
K aMUHOKMCNoTHOM 3amMeHe p.E258K. Mo gaHHbIM 3xOKT,
M3MEHEHWUI COCTOSIHWUS cepaLa y poauTenen He 0TMEeYanoch.

Mpu HacTynneHun nocneayollen 6epeMeHHOCTU C Liefbio
[0poAOBOM ANArHOCTUKM Ha 16-1 Hea nNpoBeaeH KOpAoLEeH-
Te3 A9 nonyvyeHms obpasua Kposu nnoga. Metogom npsmo-
ro aBTOMaTU4YECKOr0 CEeKBEHMPOBaAHMS Obln UCCNEeA0BaHbI
3K30HbI 06 1M 33 reHa MYBPC3 ¢ npuneralowmmm UHTPOH-
HbIMK 06/1aCTAMMU: HYKNeoTUAHbIX 3aMeH g.47353740G>A
n g.47369975C>T B reHe MYBPC3 He BbIsIBNEHO.

[eHeanornyeckoe ApeBo cembu @. ¢ anropuTMOM auar-
HOCTUKM NpeacTaB/eHO Ha puc. 4.

Taknm o06pa3om, pas3BUTUE KapOMOMMUOMNATUU C TSXKe-
NbIM TeYyeHMeM B MOCTHaTaJbHOM nNepuoae, Bbl3BaHHOWM
BbllEONUCaHHbIMKU MyTauusaMK, HEBO3MOXKHO. PoauTtensm
pebeHKa AaHbl peKoMeHdaumMmM 0 He06X0AMMOCTH YrnyoneH-
HOro o6cnefoBaHusa M AMHAMWYECKOro HabntoaeHUs y Kap-
avonora.

lporHo3

[MpOrHo3 Ans *n3Hu 1 300pOBbS HEGNAronpUsTHbIN, BEPO-
ATHO pa3BUTME TOPMUAHOM XPOHUYECKOW CEpAeYHOM HeaocTa-
TOYHOCTHM C NPOrPECCUPYIOLNM TEYEHNEM U HEOBXOANMOCTbIO
npoBefeHWs TpaHCNNaHTaLUmMmn cepaLa B AanbHenwem.

BpemeHHas WwKana
Pesynbratbl AXoKI B AMHamMuKe npeacTaBieHbl B Tab. 2.

BbisiBneHune y pebeHKka MyTaumm

@

MoneKynsipHo-reHeTu4eckoe o6eneoBaHue poauTenen:
METO/IOM NPSIMOr0 aBTOMaTU4YECKOr0 CEKBEHWPOBaHUS
6b11M UccneaoBaHbl 3k30HbI 06 1 33 reHa MYBPC3,

C NpuneralLWyMn UHTPOHHLIMK 0GNacTAMKU

@

Y oTua BbISiBNIEHa MyTaLMs B 6-M 3K30He, y MaTepn — B 33-M 3K30He.
KnuHuyeckux nposiBneHnit 3a6onesaHna Ha MOMEHT 06CneoBaHNs
y poauTenen He 6b110

&

Martb pebeHKa Haxoamnacb Ha 16-# Hep 6epemMeHHOCTH

@

MNpoBeneHa fopoaoBas AMarHOCTUKa: METOLOM NPSIMOro
aBTOMAaTUYECKOr0 CEKBEHUPOBAHMS GblN UCCNefoBaHbI
3K30HbI 06 1 33 reHa MYBPC3 ¢ npunerarmowmmMmm MHTPOHHbIMMU
ob6nactsiMu B 06pasLie KpoBu nnoga (61Moncus XopnoHa)



Ta6nuua 2. luHamrKa nokasatenen axokapanmorpaMmmMbl NauMeHTkr ®. 3a BpeMst HabnoaeH s
Table 2. Dynamics of echocardiogram indices of patient F. during the follow-up period

Bo3pacTHblie nepuoabl

Nokasarenu ST [ a— 1roa | 1roa | 2ropa 3ropa 3rona |4ropa | 5ner | 5ner | 6ner | 6ner | 7ner
4 mec |10 mec | 4 mec 10 mec |11 mec | 6 mec |11l mec | 5mec |11l mec| 4 mec
YCC, ya/MuH 140 130 120 104 120 73 93 93 94 111 80 75 81
KAP J1XK, Mm 35 33 36 36 41 43 43 42 46 48 48,6 | 46,5 49
Z-score KAP JK 5,6 5,2 4,14 3,42 4,39 3,64 3,49 3,37 4,1 4,34 4,57 3,13 4,25
KCP JI)K, mm 30 27 28 29 34 32 33 34 39 40 40 358 | 388
TN (pa3mepbl), Mm 22X24 | 22X26 | 24X23 | 19X25 | 21X25 | 27X28 | 23X31 | 28X32 | 30X33 | 31X33 | 30X33 | 30Xx37 | 30X31
OB no TenxonbLy, % 30 42 49 40 35 52 46 42 33 32 37 46 43
®B no CumncoHny, % 45 50 46 45 31 37 44 36 23 32 34 42 41

lMpumeyvaHme. HCC — yacToTa cepaeyHbix cokpalieHnin, KAP/KCP JIXK — KOHe4YHbI AnacToNnyecKmit/CUCTONMYECKUIK pa3mep NeBoro

*enyaouka, JIN — nesoe npeacepave, @B — dpakums BbiGpoca.

Note. YHCC — heart rate, KAP/KCP JTXK — left ventricular end-diastolic/systolic dimension, /1IN — left atrium, ®B — ejection fraction.

OBCYXAEHUE

KnuHuyeckmun npumep N 1 AeMOHCTpUpyeT ciyyan
TAXENOro TeyeHUs aunataunoHHOro deHoTuna HEKOM-
NaKTHOW Kapauomuonatun y pebeHKa paHHero Bo3pacTa
C pas3BWTMEM TOTalbHOW HELOCTaTOYHOCTU MWTPaSIbHOro
KnanaHa, noTpeboBaBlUEN MNPOBEAEHUA XUPYPrUyecKon
KOPPEKLMN B IKCTPEHHOM MOPSAKE MO XXMIHEHHbLIM MOKa-
3aHUAM. YuuTblBas xapakTep TeyeHUs 3aboneBaHus,
nposoaunacb aguddepeHuManbHag AMarHOCTUKa Mexay
BPOX/EHHbLIM NMOPOKOM cepfLla (BPOXAeHHas HeaocTaToy-
HOCTb MWTPaANbHOrO KaamnaHa) U KapauomMuonatuen: npwu
BbINMOMIHEHUN XMPYPrUYECKOM KOPPEKLMM HELOCTAaTOYHOCTH
MUTPanbHOro KianaHa OTMeYasioCb 3HayuTeNibHOe YBeNu-
YeHue cepfiLia B pa3mepax 3a CYET NIEBbIX OTAEN0B; CTBOPKU
MUTPanbHOro KnanaHa TOHKUe, GU6PO3HO HE NBMEHEHHbIE;
B MOJIOCTU JIEBOrO XeNyLo4yKa 3HAOKaph C MNpuaHakamu
dunbpoanactoza. o pesynbrataM MOJIEKYNAPHO-TEHETU-
YeCKOro uccnefoBaHUs BbiSiBieHa HyKIeoTuaHasi 3aMeHa
B reHe ACTC1, paHee He onucaHHas. Mytauumm B AaHHOM
reHe onucaHbl Npu cenTanbHbIx AedeKTax [25], pasnnyHbIx
deHoTUNax Kapamomuonatun [21, 26], HO, NO Hallemy MHe-
HWIO, HE CBA3aHbl C M30/IMPOBaHHLIM Pa3BUTUEM HeLoCTa-
TOYHOCTW aTPUOBEHTPUKYNAPHbBIX KNanaHoB.

Mytaumm B reHe ACTC1, Koaupywouem 6enok anbda-
aKTUH — OfWH W3 OCHOBHbIX KOMIMOHEHTOB CepAe4vHON
MblILLLLbl, OMMUCaHbI MPU Pa3NnYHbIX NaTtonoruax — aedexre
MeXNpeacepaHoOn Neperopoakun, AnnaTtalMoHHOM U runep-
Tpoburyeckom eHOTUNE KapAMOMUOMNATUR, a TaKKe Npu
HEKOMMaKTHOM MWOKapae IEBOro xenyaoyka [21, 25, 26].
B wnccnepoBaHuu L. Monserrat n coaBT. Ha BblI6GOpKe M3
267 NauUMEHTOB C KIMHUYECKMMW MNPOSIBNEHUSMWU TMNep-
TpoduM MWOKapaa W/vnn Mpu3HakaMum HEKOMMNAKTHOCTU
MWOKapAa BbINOAHWAN Nouck myTaumm E101K B reHe ACTC1
[26]. Mytauuns 6bina BbiiBiAeHa y 4 nNauueHToB C runep-
TpobUYECKMM bEHOTUNOM Kapauvomuonatin u 1 nauueH-
Ta C HEKOMMNaKTHbIM MWoKapaom JIXK (npo6aHabl He ABNS-
JIMCb POACTBEHHWKamM). B xoge panbHeENWero CKpUHUHra
POACTBEHHWKOB MNaLMEHTOB aHanorMyHble MyTauuu Obinu
obGHapyxeHbl y 46 41eHOB ceMbM: 3xOoKapauorpaduye-
CKas KapTuHa 23 nalueHTOB COOTBETCTBOBasa KpUTEpUAM

HEKOMMAKTHOro MUOKapga, y 22 oTMevanucb MNPU3HaKM
NOBbILLEHHON TPaBEKYNSPHOCTU B BEPXYLIKE NEBOr0O XKeny-
[0YKa, Y 3 — NpU3HaKM PecTpUKTUBHOro GpeHoTMna Kapamo-
Muonatun. Y 9 nauMeHTOB BbIWEONUCAHHbIE U3MEHEHMUS
co4yeTanucb ¢ centalnbHbiMU aedeKTamu (y 8 AedeKT Mex-
npeacepaHon neperopoakn, y 1 aedeKT MerKenygovko-
BOW Neperopoaku). BaxkHO OTMETUTb, YTO Y POACTBEHHUKOB,
KOTOpble He SBASNNCb HOCUTENSIMM MyTauuKW, U3MEHEHUN
CO CTOPOHbI cepfLia He oTMeYyasnoch [26].

S. Klaassen u coaBT. NpPoBEeNU MONEKYNAPHO-TEHETH-
YeCKMM aHanu3 KoropTbl M3 63 HEePOACTBEHHbLIX B3POC/bIX
NauMeHToB C YNbTPaA3BYKOBbIMU MPU3HAKaMKU HEKOMMNaKT-
HOrO MUWOKapaa 6e3 Apyrux CTPYKTYPHbIX aHOManuh cepa-
ua [21]. Mytaumsa E101K B reHe ACTC1 6bina BbisiBie-
Ha y 2 HEepOACTBEHHbIX MALMEHTOK: Y KEHWMUHbl 38 net
C CMMMNTOMaMM XPOHWUYECKOM cepaeyvHOn HeaoCTaTOYHOCTU
W NEero4YHOM rMnepTeH3nn u y AeBOYKM-NoApOCcTKa 15 ner,
MMeloLLe B aHaMHe3€e CMHKOMasbHble COCTOSHUS, NOTPe6o-
BaBLlIMEe MOCTAHOBKM KapaunoBepTepa-gebubpunnsatopa. Mpu
o6cnefoBaHMn POACTBEHHWKOB NEPBOW IMHUKM aHaNornyHble
MyTaLMKn BblIM 0BHapYKEHbI Yy OTLOB NpobaHaos [19].

OTCyTCTBME BbISBNEHHOM HYKIEOTUAHOM 3aMeHbl Y POau-
Tenen Hawew nauneHTKU, He UMEILWNX NPU3HAKOB Kapauno-
MuonaTimn no AaHHbiM IXOKI, noaTBepykgaeT naTtoreHHOCTb
MyTauuu. Kpome Toro, onpeaeneH xapakrep BO3HUMKHOBEHMS
MyTaumm de novo, 4TO MO3BOASET NPEANONOKUTb OTCYT-
CTBME pUCKa MOBTOPHOIr0 BO3HWKHOBEHUS KapAMoMMUONaTuu,
Bbl3BaHHOW MyTauuen B reHe ACTC1, B JaHHOM ceMbe npw
nocneayoumx 6epeMeHHOCTAX, O4HAKO He UCKITIYaeT BEPO-
ATHOCTU MHOW MyTaLmu de novo.

B KauMHMYecKom HabnwaeHnn N2 2 aemMOoHcTpupyeTcs
cnyyaw HEKOMMAKTHOM KapavoMuonatuun ¢ aunatauMoHHbIM
deHoTMNOM Yy pebeHKa AOWKOMbHOro Bo3pacTa C paHHUM
ae6loTom 3aboneBaHUs M TAXeNblM TedeHueM. YyuTbiBas
xapaKktep 3aboneBaHus, mManylo 3PGOEKTUBHOCTb MeauKa-
MEHTO3HOW Tepanuu, B JanbHeWWeM nauueHTy C BbICOKOM
JONen BeposTHOCTM MOTpebyeTcs npoBedeHue pafuKasb-
HOMO OMEepaTUBHOMO Nle4YeHUss — TpaHCcnAaHTauuu cepaua,
COMPSIXXEHHOrO0 CO 3HA4YMTENbHbIMU 3TUYECKMMMK, MpPaBo-
BbIMW (HexBaTKa AOHOPCKWUX OPraHoB, AAUTENbHbIA NWUCT
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0XMIAaHUS, NCUXO3IMOLIMOHANbHbIE MPO6AEMbI pPeLuUnueHTa,
CBSI3aHHble C naeHTUdUKaumnen cebs Kak JIMYHOCTU nocne
nepecagku 4y»oro cepgua nocne 6MONOrM4eckorn cMepTu
[lOHOpa, OTCYTCTBME B POCCHM 3aKOHa O 4ETCKOM JOHOPCTBE
B TPaAHCMNAHTONOMMK, BO3MOXHOCTb MCMONb30BaHWSA opra-
HOB TO/IbKO OT COBEPLIEHHONIETHUX JOHOPOB, YbM AHTPOMO-
MEeTpUYECKNE MoKasaTenn He NoaxoasT MaNeHbKUM AEeTAM)
M MELULMHCKMMU TPYAHOCTAMM (B T.Y. MHOEKLUMOHHbIE
OCJ/IOKHEHMS, PUCK OTTOPXKEHUS TPaHCNaHTaTa).

Mpn NpoBeaeHUN MONEKYNSPHO-TEHETUYECKOMO aHannaa
BbISIB/IEHbI 2 HYKE€OTUAHbIE 3amMeHbl B reHe MYBPC3, ogHy
M3 KOTOPbIX AEBOYKAa Monyd4una oT MaTepu, a Apyryilo —
oT oTua. 06e myTaumm 6bIIM paHee onucaHbl MpuU rMNepTpo-
duryeckom deHoTMne KapanommonaTtun [24, 25]. [Joka3aHa
ponb reHa MYBPC3 B pa3BWTUM HEKOMMAKTHOro MWOKap-
na JIK, ogunataunoHHOro U runeptpoduyeckoro deHotMna
KapanomuonaTtuun [27—-29]. [eH KapTMpoBaH Ha XpomMocome
11 v KoanpyeT MMO3MHCBSA3bIBatoOWMIn NpotenH C. PyHKUUA
[aHHOro 6eflKa 3aK/4aeTcs B CBA3bIBAHMM TAXKENbIX Lienewn
MWO3MHA B TOHKME OWNaMEHTbl U TUTUHA B 3aCTUYHblE
dunameHTbl, a pochopunnpoBaHne gaHHOro nNpoTenHa obe-
cnevynBaeT MOAyIMpOBaHKe CoKpalleHus [25, 27, 29].

S. Probst n coaBT. B Koropte n3 63 nauueHTOB 3a-
nagHOEBPOMENCKOro MPOUCXOXKAEHUA MNpoaHann3nMpoBa-
M 8 reHoB capkomepa W mnaeHtuduumposanm 5 npobax-
[0B C 4 pasfinMyHbIMK FreTEPO3UTOTHBIMKU MYTaLMAMKU B TeHe
MYBPC3 B 2 cembsix [29]. B ogHOM ceMbe MyTauuu Oblin
BbIfiBNIeHbl Y 70-neTHero otua, NpeabsBAsABLIEro *Kanobbl
Ha OoAbllWKy, U ero cbiHa. Mpn ob6cnegoBaHnUK 060MX Mauu-
€HTOB MO JaHHbiM IOxoKI oTmeyanucb MPU3HAKW HEKOM-
NakTHOro MMoKapaa B 06/1acTu HUxHen cteHku JIXK. Bo BTo-
PO CEMbE Y KEHLUMHbI 3XOKapanorpadbmuyeckme npusHaku
HEKOMMAaKTHOro MMOKapAa BEPXYLIKM U CPeAHEN YacTh MeX-
KENyAO4YKOBOW MEePEeropoaKM coyveTanucb C HapyWweHUSMU
puTMa cepgua (TpeneTaHue KenyoovykoB) M noTpeboBanu
UMNNaHTauuu KapamoBsepTtepa-gedunbpunnatopa [29].

Ha MOMEHT npoBedeHUs WccnefoBaHua y poauTenen
o6cnegoBaHHONM HaMKW MAUMEHTKM He OTMevasnocb MpU3Ha-
KOB KapauMoMMuonaTuu no AaHHbIM CKPUHWHIoBoro 3xoKI.
OfHaKo, y4uTbiBas BO3MOXHOCTb fe6ioTa 3aboneBaHus
B 60s1ee NO3gHEM BO3pacTe, a TaKkKe peann3aumio pasnuy-
HblX GEeHOTUNOB 60NE3HN NMPU OAMHAKOBBLIX MyTaLMSX, OMNK-
CaHHbIX paHee [25, 27, 29], peKOMEeHA0BaHO MeAULIMHCKOe
HabnoAeHNe C PEryasSpHbIM NPOBEAEHMEM 3NEKTPO- U 3XO-
Kapaunorpaduu He pexe 1 pasa B roa. BeposTHo, coyeTaHne
OBYX MyTauui NpuMBENo K TaKOMy TSXKeNoMy Te4eHuio 3abo-
nieBaHusa y pebeHKa.

Mpn HacTynneHum NOBTOPHOM GEPEMEHHOCTU BO3HMKIA
Heo6xoAMMOCTb B MpPOBeAeHWU [OOPOAOBON AMArHOCTUKM
NS onpeaeneHns TakTUKK AanbHenwWwero BegeHuns 6epemMeH-
HocTK. ocne nosydyeHus obpasLa BEHO3HOM KpoBM njoga
nyTeM KopZoueHTe3a 6blil BbINMOAHEH MONEKYASAPHO-FEHETH-
YEeCKMM MOUCK HYKNeOoTUaHbIX 3aMeH B reHe MYBPC3, BbisiB-
JIEHHbIX Y NpobaHda 1 ee poautenen. [aHHblX O Haln4mm
MyTaLMK He nosy4yeHo. Takum o6pa3oM, PUCK BO3HUKHOBE-
HUS 3abosieBaHWs, BbiI3BaHHOIro mytaunsamu B reHe MYBPC3,
CTPEMMUTCSH K HYMIO, YTO, OAHAKO, HE UCKIIOYaEeT BO3MOMXKHO-
CTW BO3HUKHOBEHMUS UHbIX MyTauui de novo.

OTCyTCTBME NONHOLEHHOrO peecTpa NaLMeHToB C reHeTu-
YECKMU ETEPMUHUPOBAHHBIMW KapagMomMMonaTusaMu ¢ y4eTOM

XapaKTepa Mx OTBETa Ha JIeKapCTBEHHYO Tepanuio aenaet
HEBO3MOXHbIM aHann3 adHGEKTUBHOCTU MEANKAMEHTO3HOIO
fle4eHns B 3aBMCMMOCTH OT 3TUOOMMKU 3aboneBaHus, 1 Kap-
AMONIOTM NPOBOAAT CMMMNTOMATUYECKYIO Tepanuio XpoHuye-
CKOM cepaevyHOn HedoCTaTOYHOCTM (cepAedHble [TMKO3W-
[bl, MHFTMBUTOPbLI aHMMOTEH3MHMpPEeBpaLLatolero depmeHTa,
[B-650KaTopbl, AUYPETUKM) W HapylweHuh puTMa cepaua,
NPOPUNAKTUKY TPOMBOIMOONNYECKMX OCNOKHEHUN (@HTU-
arperaHTbl, aHTMKoarynsHtbl). OAHAKO MNpWU HaKoMIEeHWUU
[OCTaTO4YHOro o6beMa [aHHbIX Pa3BUTUE TEHOMUKU MOXKET
NMOMOYb B PELEHNN KOHKPETHbIX MPaKTUYECKUX 3aaad.

3AK/TIOYEHUE

YyuTbiBas xapaktep 3ab0/ieBaH1s C BbICOKOM CTEMNEHbIO
WMHBaNMAM3aLUMKM U NeTanbHOCTHU, NOTEHLMANbHO Pa3/MYHbIN
BO3pacT AebtoTa KIMHMYECKUX NPOSIBNIEHUI, B MEPBOM Npea-
CTaBfIEHHOM Cny4Yae reHetTuMyeckasa BepuduKauus auarHo-
3a CHMMaeT HeobXxoAMMOCTb YrnybneHHoro obcnenoBaHus
W HabnaeHns 3a poauTensamu npobaHaa (a COOTBETCTBEH-
HO, YMEHbLUaeT MaTepuanbHble 3aTpaTtbl Ha MeAULMHCKoe
o6CcnyKMBaHMe, MNO3BOASET POAMUTENSIM BECTU MPMBbIY-
HbIM 006pa3 »WM3HWM 6e3 orpaHnYyeHnn GU3UYECKUX Harpy-
30K W Mp.), @ TaKKe No3BONSET NIaHNpoBaTb AajibHENLLME
6epemMeHHOCTU. Bo BTOPOM KIMHMYECKOM HabnogeHun noa-
TBEPKAEHHbIA FEHETUYECKM AMarHo3 Nno3BOoWa POAUTENSM
NPOBECTU NPEAPOAOBYIO AUATHOCTUKY ANSt OnpefeneHus TaK-
TUKM AafbHENWero BeaeHuss 6epeMeHHOCTU. Kpome Toro,
BO3MOXHO paHHee BbisiB/ieHWe aebioTa 3aboneBaHus y nnu-
HOCUTENEen MyTaumin Ans CBOEBPEMEHHOIO Havana nevyeHuns
W yNy4yLlWeHUs NporHo3aa.

WHO®OPMUPOBAHHOE COINIACUE

OT poauTenen naLUmMeHTOB Noy4eHO NMCbMEHHOe J06pOo-
BOJIbHOE MHOPMUPOBAHHOE corflacne Ha nyéauKauuio onu-
CaHUS KIMHWMYECKOro cnyyas (4aTa NoAnMCaHus: poauTenu
naumeHTkn K.— 25.10.2016 r., poauMTteny naumeHTkm e. —
07.11.2016r.).

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.

FINANCING SOURCE
Not specified.

KOH®JIUKT UHTEPECOB
ABTOpbl CTaTbM MNOATBEPAWUSIN OTCYTCTBME KOHO IMKTa
MHTEpPEecoB, 0 KOTOPOM HEOBXOAMMO COOBLLUTD.

CONFLICT OF INTERESTS
Not declared.

ORCID

H.A. CaBuroBa http://orcid.org/0000-0002-5313-1237
E.H. BacapruHa http://orcid.org/0000-0002-0144-2885
A.B. Pa6ues https://orcid.org/0000-0002-0548-5639
K.B. CaBocTtbsiHOB http://orcid.org/0000-0003-4885-4171
A.A. MywkoB http://orcid.org/0000-0001-6648-2063
H.B. }ypKoBa http://orcid.org/0000-0001-6614-6115
I.B. PeByHeHKoB https://orcid.org/0000-0001-7834-213X
0.1. Xapoga http://orcid.org/0000-0003-4221-8406



CMUCOK JIUTEPATYPbI

1. Finsterer J. Cardiogenetics, neurogenetics, and pathogenetics of
left ventricular hypertrabeculation/noncompaction. Pediatr Cardiol.
2009;30(5):659-681. doi: 10.1007/s00246-008-9359-0.

2. EpoxuHa M.I[. HeKoMNaKTHbIA MWOKapA /1eBOro esyLoyKa:
CTPYKTYPHO-QYHKLMOHaIbHOE COCTOSIHME MUOKapaa U 0COBEHHOCTH
K/IMHUYECKMX NpOosiBAeHui: ABToped. AUC. ... KaHL4. MeA. HayK. —
M.; 2009. — 26 c. [Erokhina MG. Nekompaktnyi miokard levogo
zheludochka: strukturno-funktsional’noe sostoyanie miokarda i 0so-
bennosti klinicheskikh proyavlenii. [dissertation abstract] Moscow;
2009. 26 p. (In Russ).]

3. Ali SK, Abu-Sulaiman R, Agouba RB. Noncompaction cardio-
myopathy: a new mechanism for mitral regurgitation with dis-
tinct clinical, echocardiographic features and pathological cor-
relations. J Saudi Heart Assoc. 2015;27(2):71-78. doi: 10.1016/
j.jsha.2014.07.002.

4. Amzulescu MS, Rousseau MF, Ahn SA, et al. Prognostic impact
of hypertrabeculation and noncompaction phenotype in dilated
cardiomyopathy: a CMR study. JACC Cardiovasc Imaging. 2015;8(8):
934-946. doi: 10.1016/j.jcmg.2015.04.015.

5. Alhabshan F, Smallhorn JF, Golding F, et al. Extent of myocar-
dial non-compaction: comparison between MRI and echocardio-
graphic evaluation. Pediatr Radiol. 2005;35(11):1147-1151. doi:
10.1007 /s00247-005-1551-2.

6. Murphy RT, Thaman R, Blanes JG, et al. Natural history and
familial characteristics of isolated left ventricular non-compac-
tion. Eur Heart J. 2005;26(2):187-192. doi: 10.1093/eurheartj/
ehi025.

7. Stanton C, Bruce C, Connolly H, et al. Isolated left ventricular
noncompaction syndrome. Am J Cardiol. 2009;104(8):1135-1138.
doi: 10.1016/j.amjcard.2009.05.062.

8. Engberding R, Stollberger C, Ong P, et al. Isolated non-compac-
tion cardiomyopathy. Dtsch Arztebl Int. 2010;107(12):206-213.
doi: 10.3238/arztebl.2010.0206.

9. CwnbHoBa W.B. YnbTpa3ByKoBasi AuarHOCTMKa HEKOMMNAKTHO-
ro muokapga y fgetei: ABToped. AuC. ... KaHA4. MeAd. HayK. — M.;
2012. — 23 c. [Si'nova IV. Ul'trazvukovaya diagnostika nekompakt-
nogo miokarda u detei. [dissertation abstract] Moscow; 2012. 23 p.
(In Russ).]

10. Jefferies JL, Wilkinson JD, Sleeper LA, et al. Cardiomyopathy
phenotypes and outcomes for children with left ventricular myo-
cardial nhoncompaction: results from the pediatric cardiomyopathy
registry. J Card Fail. 2015;21(11):877-884. doi: 10.1016/j.card-
fail.2015.06.381.

11. McMahon CJ, Pignatelli RH, Nagueh SF, et al. Left ventricular
non-compaction cardiomyopathy in children: characterisation of
clinical status using tissue Doppler-derived indices of left ventricular
diastolic relaxation. Heart. 2007;93(6):676-681. doi: 10.1136/
hrt.2006.093880.

12. Brescia ST, Rossano JW, Pignatelli R, et al. Mortality and sudden
death in pediatric left ventricular noncompaction in a tertiary refer-
ral center. Circulation. 2013;127(22):2202-2208. doi: 10.1161/
circulationaha.113.002511.

13. Xing YL, Ichida F, Matsuoka T, et al. Genetic analysis in patients
with left ventricular noncompaction and evidence for genetic hete-
rogeneity. Mol Genet Metab. 2006;88(1):71-77. doi: 10.1016/
j.ymgme.2005.11.009.

14. Zaragoza MV, Arbustini E, Narula J. Noncompaction of the
left ventricle: primary cardiomyopathy with an elusive genetic eti-
ology. Curr Opin Pediatr. 2007;19(6):619-627. doi: 10.1097/
MOP.0Ob013e3282flecbc.

15. Scaglia F, Towbin JA, Craigen WJ, et al. Clinical spectrum,
morbidity, and mortality in 113 pediatric patients with mitochon-

drial disease. Pediatrics. 2004;114(4):925-931. doi: 10.1542/
peds.2004-0718.

16. Oechslin E, Jenni R. Left ventricular non-compaction revisi-
ted: a distinct phenotype with genetic heterogeneity? Eur Heart J.
2011;32(12):1446-1456. doi: 10.1093/eurheartj/ehq508.

17. Arbustini E, Weidemann F, Hall JL. Left ventricular noncom-
paction: a distinct cardiomyopathy or a trait shared by different
cardiac diseases? J Am Coll Cardiol. 2014;64(17):1840-1850. doi:
10.1016/j.jacc.2014.08.030.

18. Arbustini E, Narula N, Dec GW, et al. The MOGE(S) classi-
fication for a phenotype-genotype nomenclature of cardiomyo-
pathy: endorsed by the World Heart Federation. J Am Coll Cardiol.
2013;62(22):2046-2072. doi: 10.1016/j.jacc.2013.08.1644.

19. Ackerman MJ, Priori SG, Willems S, et al. HRS/EHRA expert
consensus statement on the state of genetic testing for the chan-
nelopathies and cardiomyopathies this document was developed
as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA). Heart Rhythm.
2011;8(8):1308-1339. doi: 10.1016/j.hrthm.2011.05.020.

20. XpoHnyecKas ceppaeyHasi HefoCTaTO4YHOCTb Yy AeTel. KnuHu-
Yyeckue pekomeHgaumn. — M.; 2016. [Khronicheskaya serdechnaya
nedostatochnost’ u detei. Klinicheskie rekomendatsii. Moscow;
2016. (In Russ).] AocTynHo no: http://cardiorus.ru/local/api/down
load/?id=979b0ebfbd5e6be4f3ceb5d4e414c1b9. Ccbinka aKTuBHaA
Ha 10.03.2018.

21. Klaassen S, Probst S, Oechslin E, et al. Mutations in sarcomere
protein genes in left ventricular noncompaction. Circulation.
2008;117(22):2893-2901. doi: 10.1161/CIRCULATIONAHA.
107.746164.

22. Mayosi BM, Khogali S, Zhang B, Watkins H. Cardiac and
skeletal actin gene mutations are not a common cause of dilated
cardiomyopathy. J Med Genet. 1999;36(10):796-797. doi:
10.1136/jmg.36.10.796.

23. Gajendrarao P, Krishnamoorthy N, Selvaraj S, et al. An
investigation of the molecular mechanism of double cMyBP-C
mutation in a patient with end-stage hypertrophic cardiomyopathy.
J Cardiovasc Transl Res. 2015;8(4):232-243. doi: 10.1007/
$12265-015-9624-6.

24. Toth T, Nagy V, Faludi R, et al. The GIn1233ter mutation of the
myosin binding protein C gene: causative mutation or innocent
polymorphism in patients with hypertrophic cardiomyopathy? Int J
Cardiol.2011;153(2):216-219.d0i: 10.1016/j.ijcard.2011.09.062.
25. Matsson H, Eason J, Bookwalter CS, et al. Alpha-cardiac
actin mutations produce atrial septal defects. Hum Mol Genet.
2008;17(2):256-265. doi: 10.2093/hmg/ddm302.

26. Monserrat L, Hermida-Prieto M, Fernandez X, et al. Mutation in the
alpha-cardiac actin gene associated with apical hypertrophic cardio-
myopathy, left ventricular non-compaction, and septal defects. Eur
Heart J. 2007;28(16):1953-1961. doi: 10.1093/eurheartj/ehm239.
27. Ehlermann P, Weichenhan D, Zehelein J, et al. Adverse events
in families with hypertrophic or dilated cardiomyopathy and
mutations in the MYBPC3 gene. BMC Med Genet. 2008;9:95. doi:
10.1186,/1471-2350-9-95.

28. Hershberger RE, Norton N, Morales A, et al. Coding sequence
rare variants identified in MYBPC3, MYHG6, TPM1, TNNC1, and TNNI3
from 312 patients with familial or idiopathic dilated cardiomyopathy.
Circ Cardiovasc Genet. 2010;3(2):155-161. doi: 10.1161/
Circgenetics.109.912345.

29. Probst S, Oechslin E, Schuler P, et al. Sarcomere gene mutations
in isolated left ventricular noncompaction cardiomyopathy do
not predict clinical phenotype. Circ Cardiovasc Genet. 2011;4(4):
367-374. doi: 10.1161/CIRCGENETICS.110.959270.

N
f=li

=z
~
~
~i
=
(@]
=
~
00
i
o
N
AN
=
=
=
<
=
(=3
w
| ==
=
=]
X
I
w
=
w
o
1]
o
o
)
Q
=]
o
c
o
m



MHeHue no npodaeme

DOI: 10.15690/vsp.v17i2.1884

H.b. JlazapeBa, E.B. lliux, E.B. Pe6poBa

MepBbit MOCKOBCKWI FrOCYAapCTBEHHbIV MEAULMHCKUI YHuBepcuTeT uMm. .M. CeveHoBa
(CeveHoBcKuI YHnBepcuTeT), MockBa, Poccuitickasa deaepaumsa

NMepcneKTuBbl AJIMTENIbLHOIO NPUMEHEeHUs
MaKpPOJUAHbIX aHTUOUOTUKOB

npyu OPOHXO3KTa3ax y AeTeu:

BOMNMpPOCHLI U OTBETDI

KoHTaKTHas uHpopmauus:

JlazapeBa Hatanbs boprcoBHa, LOKTOP MEAULIMHCKMX HayK, Npodeccop Kadenpbl KNMHUYECKOH hapMaKonorum u NponeseBTUKU BHYTPEHHWUX 60Ne3He
Mepsoro MIMY um. .M. CeyeHoBa

Appec: 119991, Mocksa, yn. bonbluas Muporosckas, 4. 2, ¢Tp. 4, e-mail: natalia.lazareva@gmail.com

Cratbs noctynuna: 11.04.2018 r., npuHaTa K neyatu: 26.04.2018 r.

O6cyaatoTesi BONPOCh! A/IMTENbHOIO MPUMEHEHNST MaKPOIUAHbIX aHTMOMOTMKOB MpPU GPOHXOIKTATUHECKOM MOpParKeHUn
JIero4HoH cuctemsbl y feten. lNpuBeneHsl akTyaslbHble CBEAEHUS O pe3y/ibTaTtax A/IMTEe/IbHOro npuemMa MakposngoB B3pocC-
JIbIMU NaymeHTamMmu v AetbMmu, rnogoéope 3¢p@eKTMBHON [03bl, BO3BMOXHOM TOKCUYECKOM BJIMSIHUW Teparnuu, B TOM 4Yucie
pPa3BUTUN KapPANOTOKCUYECKOro agdeKTa n crnocobax ero npegorspaLyeHns. OTMe4YeHo, YTo OrpaHMYeHHOEe KOIMYECTBO K/u-
HUYECKMX UCCTIeOBaHUI C y4acTUeM JeTei OnpeaensoT HeobxoaUuMOCTb M3YHYeHMsST BO3MOMHOCTH SKCTPanoisaynm TaKTUKK
Teparnmnn B3pPOC/bIX.

KnroyeBble cnoBa: MaKposinibl, 4eTH, 6POHX03KTa3bl, XPOHMYECKME 3a00/1eBaHNS HUKHNUX JbIxaTe ibHbIX MyTew.

(Ana uyntnpoBaHmus: Jlazapesa H.b., Lux E.B., Pe6poBa E.B. lepcneKTMBbl ANUTENbHOMO MPUMEHEHWUS MaKpoOnua-
HbIX @HTMBMOTMKOB MpW BPOHXO3KTa3ax y AeTen: BOMpOChl U oTBETbl. Bonpockl coBpemeHHon negmatpun. 2018; 17 (2):

166-169. doi: 10.15690/vsp.v17i2.1884)

B mapte 2018 r. rpynnon uccnegosatenen KoKpenHoBs-
CKOro coobuiectBa 6bl1 0nNy6/MKOBaH CUCTEMATUYECKUM
0630p, MOCBSILEHHbIN OLEHKE 3DPEKTUBHOCTU ANUTENb-
HOrO MPUMEHEHUS MaKpPOINLOB B OTHOWEHMU COKPaLLEHNs
4acToTbl OBOCTPEHUW y MaLUMEHTOB (B3POCAbIX WU OETEN)
Cc 6poHx03KTazamu [1]. Heo6xoaMMO OTMETUTb, YTO XPO-
HUYECKME THOMHO-BOCManuTeNbHble 3a60/IeBaHUS NIErKMnx
(6pPOHXMT GaKTepmanbHOM 3TUOSIOrMK 3aTAHYBLUErOCH Teve-
HWS, CONPOBOXKAAIOLWMICA BAAXKHbIM Kallnem Ha NpoTsKe-
HUKM 6onee 4 Hepn, NnoTpeboBaBLIMM NPOBEAEHUS MPONOH-
rMpoBaHHOrO — 2—-4 Hej — Kypca aHTMGaKTepuasbHOM
Tepanuu) U BGPOHXO3KTa3bl y AeTen UM MOAPOCTKOB Mpea-
CTaBASAOT CEPbe3Hylo NpobnemMy Ana caMmx NaLuMeHToB, X
CeMEeN, CMCTEMbl 34paBOOXpaHeHns 1 0bLecTBa B LENoM.
CpefHaa 4acTtoTa rocnutanusauui y aeten ¢ GpOHXO03K-
TazaMu cocTtaBnsieT He MeHee 1 (1-10) cnyyas B roa,

npofonKuTenbHoctbto 7 (1-25) cyt. OKono 10% Takux
[eTen rocnutanuaupytotcs He pexe 1 pasa B 3-4 mec
npu cpeaHen npogosKutenbHoctn 14 cyt. pu 3TOM 3KO-
HOMMYeCcKKe 3aTpaTbl cocTaBnatoT 6osnee 5000 gonnapos
CLUA Ha Kaxabin cnyvan [2]. OCHOBHbIMW BO36YAUTENSAMMU,
KOMIOHU3UPYIOWMMU HUMKHME AblXaTebHble MyTU Yy AaHHOWM
KaTeropuu nauuneHToB, aBnatTca Haemophilus influenzae,
Streptococcus pneumoniae w Moraxella catarrhalis [3].
PaszButre Kaxaoro 060CTPEeHUs Yy NaLMEHTOB CO CHUKEH-
HOM QYHKLUMEN NErkKUX accoummnpyeTcs C AajibHENLIMM ee
yxyalweHvem [4]. B aTon cBA3K 0COBY aKTyalbHOCTb NpK-
obpeTaeT npobnemMa nNpeaoTBpalleHns pa3BuUTUsa ob6ocTpe-
HUW Yy NauMeHToB ¢ 6POHX03KTaszamMu [5].

ABTOpaMu cuctemMaTnyeckoro o63opa npoaHanM3npoBa-
Hbl BbIMNOIHEHHbIE Ha CErOHSALHUIA AeHb PaHLOMU3NPOBaH-
Hble KNMHU4Yeckue ncenegosanusa (PKWM) y B3pocnbix U geten

Natal’ya B. Lazareva, Evgeniya V. Chikh, Ekaterina V. Rebrova

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

Outcomes of the Long-Term Administration of Macrolide
Antibiotics in Children With Bronchiectases: Frequently

Asked Questions

The article discusses issues related to the long-term administration of macrolide antibiotics for a bronchoectatic disorder of the
pulmonary system in children. The relevant information about the results of long-term intake of macrolides in adults and children, the
effective dose titration, possible toxic effects of therapy, including the development of cardiotoxic effect and ways to prevent it, has been
enlightened in detail. It has been noted that a limited number of clinical studies involving children determine the need for studying the
possibility to extrapolate adult treatment.
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C NOATBEPKAEHHBIM MPU MOMOLLM GPOHXOrpadUm MU KOMMbLO-
TepHOM ToMorpadun BbICOKOro paspeLleHms agnarHo3om 6poH-
X03KTa3a, HaXoAaWMXCH B CTabUIbHOM COCTOSIHUM M He Npw-
HUMaBLUNX aHTUBUOTHKM Nepes BKIOYEHNEM B UCCIEL0BaHME.
B KauyecTBe NepBUYHON KOHEYHOM TOYKN 9PDEKTUBHOCTHU OblN
Bbl6paHbl 06llee KONMYeCcTBO O6OCTPEHUM, rocrnuTannsaLunn
nMo NPUWYUHE OCHOBHOrO 3ab0/eBaHUs M CEPbE3HbIX HeXe-
naTtenbHbIX peakuun. [ns cucteMaTtMyeckoro aHanusa 6bino
oTo6paHo 14 PKU (B Tom uncne 4 PKU y geten), npoBeAeHHbIX
B napannenbHbix rpynnax, 1 1 PKW nepexkpecTHOro avsanHa
NPOAOCIKUTENBHOCTLIO OT 8 A0 24 Hefd. B 6 13 11 PKU (BKnto-
YyaBLUMX B 06LLEN CNOXKHOCTM 690 B3pOCbIX — KL, B BO3pac-
Te 18 neT 1 craplwe) nauueHTbl NpUHUManu asuTPOMULMH,
B 4 — KNapuTpomuuuH, B 1 — pPOKCUTPOMULMH. OLeHKe
AJIMTENBHOMO NMPUMEHEHNUS a3UTPOMMULIMHA, KNapuTPOMULMHA,
3PUTPOMULIMHA U POKCUTPOMMULIMHA BbiK NocssweHbl 4 PKU,
BKAoYaBLlmMe 190 aeten. Y B3pOCbiX NAaLMEHTOB MaKponnibl
CHUXKanuM 4acToTy 060CTPEHMI NO CPaBHEHMIO € Nnauebo [OTHO-
weHne waHcoB (OLW) 0,34, 95% poBepuUTENbHbIN MHTEPBaN
(ON) 0,22-0,54; 341 nauneHT; 3 PKU; 12 (TecT Ha reTeporeH-
HOCTb BbI6OPKK) — 65%; Ka4ecTBO AOKa3aTeNbCTB cpeaHee*].
[AnutenbHoe NpUMEHEeHWe MaKpOAMAOB accouMMpoBanoch
C YNy4lWEHUEM KayecTBa KM3HM MO CpaBHEHWUIO ¢ naauebo
(pa3HuLa cpeaHux oUeHOK B rpynnax coctaBuia -8,90; 95%
N -13,13--4,67; 68 nauneHtoB; 1 PKW; KayecTBO fOKa3a-
TenbCcTB cpegHee). OTCYTCTBOBANM CTAaTUCTUYECKM 3HAYUMbIE
pasnMymns B OTHOLIEHMM YacToThbl rocnuTanusauun (O 0,56;
95% AN 0,19-1,62; 151 nauueHT; 2 PKU; 12 — 0%; Ka4ecTBO
[I0Ka3aTeNbCTB HU3KOE), CEPbE3HbIX HEXENaTeNbHbIX PeaKLni
(MHEBMOHMSA, MHOEKLMM pecrnmpaTopHOro TpaKTa U ApYrux
NIOKanM3auun, KpoBoxapKaHbe, ractpoaHTtepuT: OLL 0,49; 95%
N 0,20-1,23; 326 nauuneHTtoB; 3 PKU; 2 — 0%; KayecTBO
[AOKa3aTeNbCTB HWU3KOE) y B3POC/bIX MaLMEHTOB, ASIUTENLHO
NMPUHUMABLLMX MaKPOAUAbl, B CPaBHEHUM C NnaLe6o.

Mpu aHanuide uccnegoBaHWM, NPOBOAMMBIX C y4acCTu-
eM [JeTen, He O0OHapyXeHO pas3HWLbl B 4acToTe pa3Bu-
TMs obocTpeHunn (O 0,40; 95% AN 0,11-1,41; 89 peten;
1 PKW; Ka4yecTBO AOKa3aTenbCTB HWU3KOE), rocnuTanmaaunin
(ow 0,28; 95% AN 0,07-1,11; 89 peten; 1 PKU; Kaue-
CTBO A0OKa3aTeNbCTB HU3KOE), pa3BUTUSA MOBOUYHbIX 3OPEKTOB
(Ol 0,78; 95% OM 0,33-1,83; 89 peteir; 1 PKW) no cpas-
HeHuto ¢ nnaue6o. lMpu 3aTOM ANUTENBHOE MNPUMEHEHUE
MaKpONMAOB accouMMpPOBaANoCb C POCTOM PE3UCTEHTHOCTU
S. pneumoniae (OW 13,2; 95% AN 1,6-10,8; 89 pgetew;
1 PKW) n Staphylococcus aureus (OLU 4,2; 95% AN 1,1-16,3;
89 peten; 1 PKU). BaxkHO OTMETUTb, YTO B UCCEA0BaHMUSAX
y [eTen OLeHKa KayecTBa KM3HU He NpoBoAMAach.

Ha ocHoBaHWW NpOBEeAEHHOro aHanu3a aBTopbl Mpwu-
XOAST K BbIBOAY, YTO K HacTOAWEMY MOMEHTY AOCTYMHO
KpanHe orpaHmMyeHHoe Yncno PKKU, nocBsLWEHHbIX U3y4eHMIo
MaKponnaoB (B OCHOBHOM KIMHUYECKME AaHHble 6a3npytoT-
€S Ha NPUMEHEHUN a3UTPOMMLMHA), MO3BOASIOWMX C BbICO-
KOW CTEneHbl YyBEPEHHOCTU roBOPUTb 06 3PDEKTUBHOCTH
WX AJIUTENbHOrO MCNOMb30BaHMUS Y NaLMEHTOB C GPOHXO3KTa-
3aMu. [pun aTom gnutenbHas (8—24 Hepn) Tepanus Makposn-
JaMKn MOXET Cnoco6CTBOBATb CHUMKEHUIO 4acToTbl 060CTpe-
HUA W yNyYWEHWIO KavyecTBa XM3HW B3POC/bIX MaLMEHTOB.
B 3akn04eHnMr aBTOpbl PE3OMUPYIOT HEOBXOAMMOCTb MpPOo-
BeEHUS AaNbHENWNX KIUHUMYECKUX MCCnefoBaHWi BbICO-
KOro KayecTBa A/ U3Y4eHUs ponu AAUTENbHOro NpUMeHe-
HUS MaKPOSIMAHbLIX aHTMOMOTMKOB MPU IEYEHUU B3POCbIX
W aeten, cTpagatolmx 6poHX03KTa3amMu.

BaxHO OTMETUTb, YTO K/OYEBbIM WMCTOYHWKOM MHPOP-
MaLMK, Kacalowumcs NPUMEHEHUS MaKponuaoB y AeTen

C 6GPOHX03KTa3amMu, Ha KOTOpPbIM ONMpannucb aBTOpPbl CUCTE-
MaTuyeckoro o63opa, ABASNOCb aBCTPAMMCKOE KIUHUYe-
cKoe wuccneposaHue (Bronchiectasis Intervention Study),
nposegeHHoe B 2013 r. [7]. OCHOBHOM LENbO AaHHOro
MHOIOLEHTPOBOro ABonHoro cnenoro PKU aBasinocb Mayde-
HUe 3PODEKTUBHOCTU a3UTPOMULIMHA B OTHOLIEHUU CHUXKE-
HUS KonMn4yecTBa OOOCTPEHWM y AeTen ¢ GPOHXO03KTaszaMu
(B OTCYTCTBUM MYKOBMUCLMA03a) MU XPOHUYECKUMWU FTHOMHO-
BocnanuTenbHbiMKM 3aboneBaHuamMu nerkux. B uccnepgosa-
HUe BKOYanu ageten B Bo3pacte OT 1 A0 8 neT, MMeBLlWKX
He MeHee ofHOro o60CTpeHUs 3a npeablaywme 12 mec.
A3UTpOMULUMH Ha3Havancs B go3e 30 mr/Kr 1 pas B Heje-
N0 Ha npoTsxeHun 12—-24 mec (CpeaHun CpoK npumeHe-
HMa 21 Mec). B rpynne geten, nofyyaBLKMX a3UTPOMMULIMH,
Mo CpaBHEHUIO C rpynnon nnauebo 6bi1a oTMeyeHa 6onee
HMU3Kas 4actoTa OOGOCTPEHUM [OTHOWEHWE OTHOCMUTESNbHbIX
MHUMAEHTHOCTEN WaM 4YacToT (incidence rate ratio) 0,50;
95% AN 0,35-0,71; p < 0,0001], ogHaKO y 3TOW rpynnbl
[eTen OoTMevasicd BbICOKMW YpPOBEHb HOCUTENbCTBa Oak-
TEPUN, PE3UCTEHTHbIX K MaKkponuaam (46% B cpaBHEHWH
¢ 11% B rpynne nnaue6o; p = 0,002). AnnTeNbHbIN NpUEM
a3UTPOMULMHA XOPOLLO MepeHoCcUIcs AeTbMU U He Compo-
BOXJa/iCA Pa3BUTUEM CEPbE3HbIX HEXEeNaTeNbHbIX peaKLmi.
ABTOpbI MPULWAN K BbIBOAY O HEOGXOAMMOCTM MPOBEAEHUS
JanbHENWNX KNMHUYECKUX UCCNefoBaHWM € Lenbio GopMu-
pOBaHUS HafEeXHOW AoKa3aTeNbHOW 6a3bl A1 COOTHOLWEHUS
nonb3a/pPUCK (CHUXKEHWE YacTOTbl O0BOCTPEHWMI/CENEKLUS
PE3UCTEHTHbIX WTAaMMOB) y JaHHOW KaTeropuMu nauuveHToB.
Cnegyetr OTMETUTb KpaWHIOW BaXKHOCTb [AaHHOro uccneno-
BaHWS ANA NeauaTpuu, NOCKONbKY OHO (GaKTUYecKu cTano
nepebiM nnayeboKoHTponmpyembim PKW, nocBsiLLEHHBIM
OLleHKe pe3ynbTaToB AMTENbHOI0 NPUMEHEHUS MaKpou-
noBy geten [8].

Ony6nunKkoBaHHbIM paHee (2015 r.) KOKpenHOBCKMM Co-
06LLEeCTBOM CUCTEMATUYECKUIM 0630pP, MOCBSALLEHHbIA MPO-
6neme ANMTENbHOrO MNPUMEHEHUS MaKpOAMAOB MNpU OGPOH-
X03KTas3ax, BKIOYan pesynbratbl 3 KAMHWYECKUX Mccneno-
BaHWN y aeTen (B obuien cnoxkHoctn 148 nauuneHtos) [9].
BeBnay He60NblLION BbIGOPKM MaLMEHTOB AaHHbIM 0630p
He NoKasasn CTaTUCTUYECKU 3HAYUMbIX PasnnMymMi B OTHOLLE-
HUW YacTOTbl OBOCTPEHUN Yy AeTen C BPOHXO3KTa3amMu, Anu-
TEeNbHO MOyYaloLWnX MaKkponnaHole aHTMénoTnkm (Ol 0,16;
95% [N 0,01-3,60) [10]. Mpun 3TOM 6bI1 BbISIBAEH MNOJIOKM-
TeNbHbIN 3PDEKT B YCKOPEHUN Nepexoda FTHOMHOro Xapak-
Tepa MOKPOTbl B CNM3UCTO-CEPO3HbIN Y NaLMEHTOB rpynnbl
neyenus (1,39 £ 0,6 B cpaBHeHUM ¢ 2,17 £ 0,72 cyT B rpyn-
ne nnaue6o; p < 0,01). Kpome TOro, 6610 NOKasaHo, 4TO
dpaKTopamMu pucKa pas3BUTUS 060CTPEHUIN ABASIOTCS BO3pacT
< 3 f1eT, Hann4yMe B aHamHe3e 060CTPEHUN BPOHXOIKTA308B,
notpeboBaBLUMX rOCNUTANM3ALMKM Ha NPOTAKEHUN NEPBOro
roga *usuu [11].

C nNo3nuMK KIMHUYECKOM dapMaKonormm WHTepec K
MCNOSIb30BAHMUIO aHTUBMOTMKOB rPynnbl MaKPOANAOB NaLu-
€HTaMW ¢ 6POHX03KTa3aMu onpeaenseTcs Ux BbICOKOW Mpu-
POAHOW aKTUBHOCTbIO B OTHOLLIEHWM OCHOBHbIX GaKTepu-
anbHbIX BO36yaUTENEN, KONOHU3UPYIOWMUX AbiXxaTeflbHble
NyTU Tak1x GONbHbIX, @ TaKKe MX NPOTMBOBOCMANUTENbHbLIM
N UMMyHOMOoAynupylowum addektom [12]. UMeHHO Hanuyune
NPOTUMBOBOCMANMNTENBHOIO AENCTBUA OnNpeaensieT NMoTeHUu-
anbHble MOMOXKUTENbHbIE BO3MOXHOCTU ASIUTENBHOIO Mpo-
GUNaKTUYEeCKOro Ha3Ha4YeHUs MaKponnaoB nauMeHTam
¢ 6poHXx03KTazamu [13].

MexaHn3m AencTBUS MaKpoSMAOB COCTOMT B 06paTtu-
MOM CBSI3blBaHUM C pa3MyHbIMW JOMEHAMMK KaTanuTuye-

*  He6oAbluMe PaHAOMU3MPOBaHHbIE KOHTPOIMPYEMbIE UCCe0BaHUS, B KOTOPbIX CTAaTUCTUYECKME pacyeTbl NPOBOASTCS HAa OrPaHUYEHHOM

yucne nauueHToB [6].
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CKOro nentuauntpaHcdepasHoro ueHTpa 50S-cy6beanHuLbl
pubocoM. B pesynbrate NponcxoauT HapyleHne npoLeccoB
TpaHCNOKaLMK/TpaHcnenTuaaumnmn ¢ npexaeBpemMeHHbIM OT-
wenneHvem pactywen TPHK-nonvnentMaHoOW uUenovyku w
npexkpauieHneM c60pKn 6enkoBon Monekynol [14]. Knu-
HMYECKOe 3HavyeHWe MMeeT B3anMOLEenCcTBME MaKpOnuaoB
¢ daroumTamu, B pesynbrate KOTOPOro YMEHbLUAtoTCs CBO-
604HOpaAMKanbHOe OKUCNEHWE U BblAeNeHMe NpPoTMBOBOC-
nanuTeNnbHbIX LUTOKMHOB, aKTUBMPYIOTCS XeMOoTaKcue, daro-
LUMTO3 U KUNAKHT [14]. [ToKa3aHOo NoNoXUTeNbHOE BAUSHUE
MaKpOIMAOB Ha MYKOLMIMAPHbLIA KAMPEHC U YMEHbLUEHUE
ceKpeuun cnnsn. Makponuabl HakanaMBaloTCcs B OONbLUMX
KonnyectBax B pochonunuaHom cnoe MembpaH M30CoM
anbBEONAPHbIX Makpodaros, HEUTPODUIOB, MOHOLMTOB M
dunbpobnactoB, cocTaBasOWMX camoe 60/blIoe Aeno npe-
napata [14]. B oyar BocnanutenbHOro npouecca as3uTpo-
MULMH AOCTaBAsSIeTCS Makpodaramu, BHYTPM KOTOPbLIX OH
COAEPIKMTCA, U TaKUM 06pas3oM JOCTUraeTcs TepaneBTuye-
CKasi KOHLeHTpauus npenapata MMEHHO B MOBPEXAEHHbIX
TKaHAX, B TO BPEMS KaK B 340POBbIX OHa HUXKe [15]: KOHUEH-
Tpauusa MaKpoIMAOB B KIETKax CAM3UCTON 060M04YKM BPOH-
xoB B 200 pa3s, a B cekpeTe 6poHxoB B 80 pa3 npeBbllaeT
CbIBOPOTOYHYI0. 1719 MaKponnaoB XxapakKTepeH nocTaHTUubKo-
TMYEeCKUM 3POdEKT, YTO BblparkaeTcsa HeobpaTUMbIM U3Me-
HEHMEM pPUBOCOM GaKTepuanbHOM KIETKKU, ONpeaensiowmnum
6onee gnntenbHoe aHTMGaKTepunanbHOe AENCTBUE, KOTopoe
HeobxoaMMo Ans 6NOKMPOBKM pecUMHTEe3a HOBbIX MENTUAOB
MWKpoopraHuama [15].

MccneposaHue E. Yalcin M coaBT. NpoaeMOHCTPUPOBano,
4YTO NPUMEHEHMNE KNapUTPOMULIMHA B f03€e 15 MI/Kr B CYTKM
Ha NpoTaXKeHUn 3 Mec y AeTen ¢ 6POHX03KTa3amu NPUBOAK-
110 K CTAaTUCTUYECKMU 3HAYMMOMY CHUMKEHMIO YPOBHSA MHTEPAEN-
KnHa 8 (MJ18) B 6poHX0anbBEONSPHOM NlaBake, 04HaKO He
OKa3blBano BAUSHUA Ha ypoBeHb UJ110 1 dakTopa HEKpo3a
onyxonu «. Npu 3TOM KOHLEHTpauus 6akrepuanbHbIX U30-
N9TOB B OPOHX0aNbBEONSPHOM JflaBaxKe ocTaBanacb 6e3
M3MEHEHMI, YTO MO3BOASET NPELANONIOKUTb — CHUKEHUE
KOHUeHTpauun MUJ18 cBA3aHo ¢ NpoTMBOBOCMNANUTENbHLIMU
adpdekTaMn KnaputpomuumHa [16]. Mo Hawemy MHEHMUIO,
NpPOTMBOBOCMANUTENbHbIE U UMMYHOMOAYAUpYoWmMe adpdeK-
Tbl MaKpOAMAOB NpPW OTCYTCTBMU aHTUOaKTEpPUanbHOro Aew-
CTBUS TPeOYyloT OOGBACHEHWUM U NPOBEAEHMA OafibHEWLIMX
nccnegoBaHum.

Mpn ob6ecyxaeHnn npobnembl ANUTENbHOIMO NPUMEHe-
HUS MaKpONWMAOB HeNb3d He YNOMSAHYTb O BO3MOXHOCTH
pasBMUTHSA LeNoro psaaa HebnaronpuaTHbIX NOBGOYHbIX peak-
UMK, Tpn 3TOM B KIMHUYECKUX UCcneaoBaHusax Hanbonee
4acTo pPerncTpupoBannCb HapyweHWss CO CTOPOHbI Keny-
OOYHO-KMLWEYHOro TpakTa (60/1b B XXMBOTE, TOLWHOTA, pBOTa
WM/UNn guapes) Nerkom unun cpegHemn CTerneHn BblparKeHHOo-
CTH, KOTOPblE MWL U3PeaKa NPUBOAMAN K MPEKpPaLLEHMUIO
Tepanuu [17]. HapyweHus yHKUMA KenyooyHO-Kulleu-
HOrO TpaKTa NpW NPUMEHEHUU TPyNMnbl MaKpPOIUAOB onpe-
LenaiTca CTUMYNsUMENR NepucTanbTUKM KULWEYHUKa B
pesynbTaTte aKTUBMPOBAHUS PELENTOPOB K MOTUAMHY [18].
3HaynTeNbHO Ny4ywas NepeHoCMMOCTb OTMEYaeTes y a3u-
TPOMMUUMHA U KNapuUTPOMULIMHA BCNEACTBME MEHee Bbipa-
YEHHOro npoKuHeTnyeckoro addeKra [18]. bnaronpu-
ATHbIM Npodunb 6e30NacHOCTU a3uTpoMuLmMHa 6bl1 Noa-
TBEPXKAEH pe3ynbTaTaMu MeTaaHann3a, KOTOPbIM OLEHU-
BaNl ANUTENbHYKO (B TeyeHne 6 Mec) Tepanui MyKOBMC-
LMA03a: HexenaTe/bHble NeKapCTBEHHbIE peaKLuun peru-
CTPMPOBaNUCh KpavHe peaKo, B TO BPEMS KaK Npu npueme
a3uUTpoOMULIMHA B BbICOKMX A03ax 1 pa3 B Hegento Hexe-
natenbHble SBAEHUS OTMEeYanucb 3HaA4YMUTENbHO Yalle.
Mpun nevyeHnn azutpomuumHom (500 mr 3 pasa B Hegento
B TeyeHune 1 roga) 60/bHbIX XPOHUYECKON OBGCTPYKTUBHOM

©0/1E3HbIO JIETKUX TAXKENOro Te4eHnst U YacTbiIMi 060CTpe-
HUSIMUW HeXKenaTenbHble TEKapCTBEHHbIE peaKunun He 3ape-
rmcTpupoBaHbl [19].

B 2010 r. ony6nnKkoBaH MeTaaHanu3, B KOTOPOM CyM-
MWpOBaHbl pe3ynbraTtbl 18 KAWMHUYECKUX WcCnefoBaHUm
M 40 KAMHUYECKMX HabMOAEeHUM, MOCBSLEHHbIX U3YYEeHUIO
KapaAMOTOKCUYHOCTKU rpynnbl makponuaos [20]. MokasaHo,
4yTo B 25 clydasix TOKCUYECKOrO B/IMSHUS Ha NMPOBOASLLYIO
cucTeMy cepiua MaKponuabl MPUMEHSAM B Ka4ecTBE MOHO-
Tepanuu, B 23 ciydyasx — B KOMOMHaLMKW C APYrMMU neKap-
CTBEHHbIMW CPEeACTBaMMW. YCTaHOBMEHO, YTO 3PUTPOMMULIMH
CBSI3aH C HaMBO/bLLMM (B CPaBHEHUU C KNapUTPOMULMHOM
N a3UTPOMULIMHOM) PUCKOM YASIMHEHUS MHTepBana QT 1 pas-
BUTUA MUPYITHON KeNnyao4yKoBOW Taxukapauun. Pakrtopamu
pUCKa pas3BUTUSA KapAMOTOKcU4YecKoro addeKkta Ha ¢doHe
Tepanuu mMakponugamu SBASNCL NOXMIOWM BO3PacCT, BbICO-
Kue Ao3bl aHTMOMOTHKA, MOBTOPHOE Ha3HaYeHWe npenapara,
HanuMymMe COMyTCTBYIOLWMNX CEPAEYHO-COCYANCTbIX 3aboneBa-
HUA M COBMECTHOE MNPUMEHEHMWE APYrMX NeKapCTBEHHbIX
CcpeacTs, yanuHsaowmx nHtepsan QT [21]. CneayeT OTMETUTD,
4YTO MOYTU BCE CAyyYau yAIMHEHWA UHTepBana QT perncrpu-
poBaUCb y MALMEHTOB C HaJM4MEM HECKONbKUX daKTo-
pPOB pPUCKa (IEKAPCTBEHHbIE B3aUMOAENCTBUS, YASTUHAOLINE
nHTepBan QT; EHCKUIM MOM; NOXKMIOM BO3PACT; COMyTCTBY-
lowne 3aboneBaHna cepaua; reHeTuyecKkas npegpacnosno-
YEHHOCTb W 3NEeKTPONUTHble HapyweHus) [22]. C uenbto
npeaoTBpaLLEHUS Pa3BUTUS KapAMOTOKCHMYecKoro addekTa
y NauMeHTOB ¢ daKTopaMu puUCKa PEeKOMEHAYITCs TUTPO-
BaHWe J03bl MAKpPONMA0B, PaHHAS KOPPEKLMSA 4O3bl MaKpo-
NIMAO0B, MOHUTOPUHT 3/1EKTPOKAPANOrPaMMbl U UCKIIKOYEHUE
COBMECTHOIO Ha3Ha4YeHus ApYrux NeKapCTBEHHbIX CPEACTB,
yanmHaowmux nHutepsan QT. MNpumeHeHne KnapuTpoMuumMHa
MOXET accoLMMpoBaTbCA C PUCKOM BHE3aMHOM CMepTHu y
B3POC/bIX MaLMEHTOB, CTpadalolmx MWemunyeckon 6ones-
Hbto cepaua [23].

[pyroin BaxkHOW Npo6aeMon, cBS3aHHOW C MCMOb30Ba-
HMEM KaK KOPOTKMX, TaK W ASIUTENbHbIX KYPCOB MaKponnaos,
ABNSETCH CENEKUNSA PE3UCTEHTHbLIX MUKPOOPraHn3moB [24].
S. Malhotra-Kumar # coaBT. noKasanu, 4YTO0 Ha3HayeHue
MaKponnaoB 340POBbIM BOJOHTEPAM Ha MPOTSKEHUM 3 CyT
npuBoamno 6onee 4em K 50% pocCTy PE3UCTEHTHbIX LWITAMMOB
CTPENTOKOKKa. 10 MHEHMIO aBTOPOB, KIMHMYECKOe 3Haue-
HWe 3Toro GeHoMeHa [0 KOHUa He acHO [25]. OCHOBHYyIO
06€eCNOKOEHHOCTb MpPU AANTENBHOM Ha3HaYeHWW Bbl3blBa-
€T BO3MOXHOCTb CENEKLMM PE3UCTEHTHBIX K MaKponngam
W APYrMM aHTMGaKTepManbHbIM NpenapaTtam WTaMMOB GaK-
TepM Ha nonynsauMoHHOM ypoBHe. OQHaKO K HacTosilemy
MOMEHTY He MOSYYEHO [LOCTaTOYHO yb6eauTeNbHbIX AaHHbIX
B NOATBEPXKAEHME 3TOM rMnoTessl [26].

Mo Hawemy MHEHUWIO, MepcneKkTMBa AAUTENbHOrO MNpu-
MEHEHMS HU3KUX 03 MaKpPONMAOB Y B3POC/bIX NaLMEHTOB
C 6POHX03KTa3amMu HOCUT OBHaaeKMBaloLWNIK XxapakTep. MNpu
3TOM OCHOBHOE 3Ha4yeHue y B3POC/blX NaLMEHTOB creayeT
yAENNUTb MOHUTOPUHTY KapAMOTOKCUYECKUX 3DDEKTOB, OCO-
6eHHO B rpynnax pucka. OgHaKO K HacToslleMy MOMEHTY
MMEETCS KpanHe orpaHMyeHHOEe YUCNOo UCCeA0BaHUI, Npo-
BEAEHHbIX Yy AeTel, B CBA3MU C YEM TaKTMKa IeYEHUS TaKMX
nauneHTOB OMNpeaensieTcs, Kak npaBwuao, NyTemM 3KCTpamno-
NAUMK  PEe3YNbTaToB KAMHUMYECKUX WCCNefoBaHWM, npoBe-
[EHHbIX Y B3pocChbIX. [IPUOPUTETHBIMW HAy4YHbIMKW HanpaBe-
HUAMW B OTHOLWEHWM AAHHOW Mpob6aemMbl y AeTeEN ABAAIOTCH
onpefeneHne onTUManbHOro pexmMma A03MpPoBaHKS U Mpo-
LO/MKUTENBHOCTM Tepanuu C Leblo JOCTUXKEHUS MaKCu-
MaflbHOM KIMHUYECKON 3DPEKTUBHOCTU M MUHUMMIALMUMK
PUCKOB CENEKLMM PE3UCTEHTHbIX WTAaMMOB; NpPSAMOe CpaB-
HEeHMe PasnMyHbIX NpenapaToB rpynnbl MaKpPoIMAOB MeXay
cob0W, a TaKKe pa3paboTka M CTaHAapTU3aLMs KOHEYHbIX



TOYEK OUEHKU 3DEKTUBHOCTM MPU BbIMOJAHEHWUU KIMHM-
YEeCKUX uccnegoBaHun. B 3Ton cBA3M HEOOXOAMMO OTMe-
TUTb aKTyaslbHOCTb MPOBEAEHUS AOMOMHUTENbHbIX KPYMHbIX
KNMHUYECKMX UCCNEeAoBaHUIN y AeTen, KOTopble B KayecTBe
KpuTepuneB 3POEKTUBHOCTU HapAay C OLEHKOW Konu4vecTBa
060CTpeHnr 0693aTeNbHO AOMKHbI BKIOYATbh OLIEHKY Kaye-
CTBa XXM3HU C UCMONb30BAHUEM CTaHAAPTUM30BAHHbIX ONpPoC-
HMKOB, a TakXe dapMaKO3IKOHOMMYECKUN aHanuns (CTou-
MOCTb/30dEKTUBHOCTD) LEeNecoobpa3HOCTU MNPoOBEAEHUS
ONUTENbHOW aHTMBaKTepuanbHou Tepanuu. [Ans Bpada-neau-
aTpa OTCYTCTBME AOCTATOYHOIO KOAMYecTBa COBPEMEHHbIX
PaHAOMMU3NPOBAHHbBIX KIMHUYECKUX UCCNefOoBaHUin y geTen
C XPOHWUYECKUMM THOWMHO-BOCMANUTENbHbIMW 3a6oneBaHus-
MU NIErKMX 1 BPOHX03KTa3aMMn MOXKET O3HavaTb cnegytoLlee:
KNMHUYECKME PEKOMEHAALIMM B OTHOLIEHWM 3TOM KaTeropuu
60/1bHbIX 6a3UpylOTCa MO 60MblIEeN 4YacTU Ha 3KCNEPTHOM
KOHCEHCyCe, HO He Ha pe3ynbTaTax KIMHUYECKUX nccnegoBa-
HWI BbICOKOrO METOAONOMMYECKOr0 KayecTBa, B 4aCTHOCTU
peKkomMeHaLmsa MCNob30BaTb HNU3KKME A03bl a3UTPOMULIMHA
Ha nepuop 12—-24 mec 419 NauMeHToB C YacTbiMK 060CTpe-
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10.15690/vsp.v17i2.1885)

Koraa s BnepBble yBMAEN CTaTbld O TOM, YTO JIOXK-
Ka Meda Ha HOYb YMeHbllaeT Kalleflb pebeHKa TaK Ke
(ecnu He nyduwe), Kak M NPOTUBOKaLWeBble cpeacTea [1],
S MOHSAN aBTOpPa, U3MYYEHHOro GECKOHEYHbIMU anobamu
poauTenen Ha Kawenb y MX pebeHka. Beab 3t 605b-
Hble 3aHMMaloT A0 25% BpeMeHU npuema nNpaxkTUKyoLero
neguatpa, BbIHYXAEHHOrO, KaK MCnopyeHHas naacTUHKa
Ha natedoHe, 6€3 KOHLa NMOBTOPATb CEHTEHLMU O CBA3MU
Kallis ¢ COCTOSIHUEM HOCOINOTKM, O pasHbIX BUAaX Kawng,
0 HeLenecoo6pasHOCTM 60pbObI C KaleM KaK TaKOBbIM
[2]. Koraga s HauyuHan cBOolo BpayebHylo AeATeNbHOCTb, elle
MOXHO Obl1I0 BbIMUCbIBaTb KOAEWH, HO yXKe Torga Heobxo-
AVMMOCTb €ro Ha3Ha4yeHus NnogBepranacb COMHEHMIO, MO3TO-
My MCMOfb30BajiM B OCHOBHOM MWKCTYpPbl C aiTeEM WU
HalwaTblpHO-aHWCOBbIE Kanan. Mon CBEPCTHUKM 4O CUX NMOpP
NMOMHSAT «Kaniu 4aTCKOro Kopons» U HaoTpe3 0TKa3blBaloTCs
OT KOKTENNs ¢ NepHO*, CMNbHO OTAAIOWEro aHNCoM, Korga
S MM ero npegnarato.

B coBpeMeHHOW KIMHUKe, Kyda rocnutanuaupytoT
«OCTPbIX» 60NbHbIX, HE06X0ANMOCTL 60PLOLI C Kall/iEM KaK
TaKOBbIM BO3HWKAET PeAKo, B OCHOBHOM MpU KOKoLWe,
npu atom 6yTamupaTt U UHransaumum OyaecoHnia 3aMeTHO
CHWXKaIOT YacTOTy NPUCTYNOB Kallnsa (XOTs CTPOro AokasaTb
3TO C/IOXKHO). Y 60MblUMHCTBA 60/IbHbIX 3)DEKT JoCTUraeTcs
npv BO3AENCTBUM Ha MaTONOMMYECKUI MPOLLeCC, Bbl3blBa-
loWwnin Kawenb. MNMpu Kpyne Kawenb BMECTe CO CTEHO30M
ObICTPO KYMMUPYKOTCH AEKCaMeTa30HOM WU UHransuuewn
6yaecoHnga, Npu NHEBMOHUW — aHTUOUOTUKamMK. B nepwm-
0fe pa3peleHns MTHEBMOHMU Kalenb HaAo He NoAaBNsATb,
a CTUMYNMpOBaTh, TO € OTHOCUTCH M K BUPYCHbIM GPOH-
XWUTaM: Kallefb NofjaBnaTb BPeAHO, a CTUMYAMpoBaTb ero
M pasxuKaTb MOKPOTY Yy [AeTel, KaK npaBufio, He npu-
xoautcs. CnacTMyecKUn Kalwenb (acTMaTUYECKWUH, Mpwu
OGCTPYKTUBHbBIX GPOHXMTaX) MOAABASETCS CMa3mMofMTUKa-
MU, @ HE NPOTUBOKALULIEBbLIMU CPEACTBAMMU, a NPK GPOHXK-
0UTE Kalenb He JOMUHUPYET, U POAUTENN 0BbIYHO He Tpe-

6ytoT ero nogasneHus. Npu XPOHMYECKOW NaTONOMMKU TETKUX
BoO6LE BOMNPOC CTOUT MMEHHO 06 YAYYLLEHUU OYULLEHUS
NErkux, T.e. 0 NoBblWeHUM IPDEKTUBHOCTH Kalns.

B ambynaTopHbIX YCNOBUAX ANUTENbHbIM Kalenb Yalle
BCEro SIBNSETCA pe3ynbraTtoM pasiinyHbix Gopm natosno-
MKW HOCOTIOTKK (OCTPOM pecrnupaTopHOn MHOEKLUU U ee
nocneacTBMM B BMAE CTEKAHWUS CIAM3M U3 HOCOIIOTKM, YTO
n obycnoBnvMBaeT Kalleflb, B T.4. HOYHOW), TAHETCH A0
2 Hepenb, Tak YTO MHOrvMe Aetn ¢ Heckonbkumn OPU 3a
XOMOAHbBIA CE30H KalWnsaT YyTb M HE NOCTOSHHO. [pyras
yactasg npuynHa — «OOCTPYKTUBHbIN» Kallenb y AeTen
C peunanBupylollen OBCTPYKUMEN [AblXaTeNbHbIX MyTEN.
Hu B TOM, HM B Apyrom crydyae NpoTMBOKaLIIEBbIE CPEACTBaA
He nmomoratoT — TpebyeTcs fe4eHne OCHOBHOMO npotecca,
HO MHOIUX poauTenemn y6eantb B 3TOM C/IOXHO, M OHU XOTAT
NPOCTOro peLleHns — NPOCSAT NponucaTb CPeACTBa OT Kall-
na. Beab 3BYK Kawng pebeHKka HeceT B cebe KaKOW-TO
0c060 pasgpaxalolmi ana poautenen (M He ToNbKo) o6ep-
TOH, 6yAsilMA MX MO HOYaM W BO3OYXKAAKOLWIMK KenaHue
YHSTb Kawenb NobbiMu cpeacTtBamMu. M cpeacTB aTUX CO3-
[JaHO HecYeTHoe KOMIMYECTBO, CTOUT NIULLb B3MSAHYTb Ha KX
«BbICTaBKY» B antekKe.

3T0 CTaBWT Ba)KHbIM 3TUYECKUM BOMPOC: €CIKU Mbl He
BMAMM GOMbLUION HYXAbl B MPOTUBOKALLNEBbLIX CPEACTBAX,
cnegyet M UATU Ha NOAOGHYIO YCTYNKY?

MockonbKy npo6nemMa WHTepHauMOHaNnbHas, AaBanTe
NOCMOTPUM, 4TO Ha3Ha4valoT neamaTpbl B CLUA npu Kawne
(tabn.) [3].

04eBMAHO, YTO BONbLLWMHCTBO HE HA3Ha4YaloT No NoBOAY
Kalns HUWYEro, WKW Ke PEeKoOMEeHAylT Tepanuio Hazoda-
PUHIUTA, MAK NPOCTO NIOXKY Meda. Ha Bonpoc, 3TUYHO Nn
Has3HavyaTb Npu Kawne nnauebo, 38% Bpayen OTBETUIU
oTpuuatenbHo, 3% — nonoxuTtenoHo, 47% ponyckatT
TaKyl0 BO3MOXHOCTb B OMPeAEeNneHHbIX CUTyaLusx, a eLlle
12% He UMEKT KOHKPETHOro MHeHWsa. MMeHHO Hagexaa
Ha BO3MOXHOCTb PelWuTb 3Ty AWMAEMMY MyTemM MCnonb30-

*  TlepHo (0T Pernod) — 3eneHbi abCeHT KpenocTbio 68% C HacCbIWEHHbIM NObIHHO-aHUCOBbLIM apOMaTOM.

Vladimir K. Tatochenko
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Ta6nuua. HYactota HagzHavyeHUs CPeACTB NPOTUB KaluNg aMepUKaHCKUMK negruatpamu
Table. The frequency of prescribing cough remedies by American pediatricians

Ha3HauyeHue YacroTa, %

[ekcTpomeTopdaH 2
Meg 20
MapoBble Hranauuv n dGuspacTeop B BUAE Kanenb 42
CpepactBa MECTHOro AeCTBUS 4
Hekrap araBbl

KoaeunH 0
Huuero 30

BaHWS npocToro 6e3onacHoro Metoga 60pb6bl C Kaliem
Bbl3Basia TaKOM MHTEPEC K MPUMEHEHMIO Meja.

Kakum 6bl NPUMUTUBHBIM METOA «WI1E€YEHUS» MEAOM HaMm
HW Ka3ancs, ero Cepbe3HO M3yyanu BO MHOMMX CTpaHax
MWpa, emMy MOCBSILLEHO ABa KOKPaAHOBCKUX 0630pa [4],
OCHOBHbI€ BbIBOAbI KOTOPbIX 3BYy4aT CleaylowmMm 06pa3om:
® Mej, Ha3HavyaeMmblV Ha HOYb TPOE CYTOK NOAPSA, CUIbHEE

CHWXXaeT Kallenb, 4em nnaue6o unun canbbyramon;
e Mep 6onee addPeKTUBEH, YeM OcTaBneHne pebeHka 6e3

neyeHus;
® Mej He ycTynaeT AeKkcTpomeTopdaHy M cMecu meda ¢

6poMeNMHOM;
° Me[ NPeBOCXOAUT aencTBuem aubeHrnapaMuH (Oumeanpon).

Mo6o4Hble OeNcTBMA Meda — OTAeNbHble cy4yau BO3-
OYXXOEHMS M MNOXOro 3acbiNaHus — Oblin He Yalle, Yyem
B rpynnax Anmeapona (COHNMBOCTb) U Nnauebo (KNWeyHble
CUMMTOMbI), U HE3HAYUTENBHO Yallle, Yem B rpynne AeKCTpo-
MeTtopdaHa [4]. To, 4To 6e3peLenTypHble cpeacTBa OT Kalwns
ypeBaTbl MHOTMMW OCNIOXHEHUAMMU (MX 0630p HE BXOAWT
B Haly 3ajady), XOpowo WM3BECTHO, MO3TOMY MCMONb30-
BaHWe mefa M C TOYKM 3peHust 6e30MacHOCTU UMEET CBOM
npeumyllectsa. B CLUA, rae onucaHbl ciydan CBSA3aHHOMO
C MeaoMm 60TynvM3ma y rpyaHblX AeTew, med OO Bo3pacTa
1 roaa He peKOMeHIYeTCs; eCTECTBEHHO, €r0 He JaloT TaKKe
LETAM C annepruem.

fBnseTcs M BO34EeNCTBME Mefa pelynbTaToM Crewuu-
dunyecKoro genctBmna? [daHHbIX 3a 3TO HET. MI3BECTHO, 4TO
cocaHue caxapa Wiu NefeHLOoB CHUMAaET NepLueHne B ropne
W CBSA3aHHbLIA C HUM KalleNlb, BEPOSATHO, BCNEACTBUE CMSAT-
Yalowero AewCTBMA YCUIEHHOM canuBauun. S B TeyeHue
HEKOTOPOro BpeEMEHU BeN Npuem AeTen BMecTe ¢ U3BeCT-
HbIM MOCKOBCKMM FrOMEONaToM, Xenaslunm (TWeEeTHO) «Hayy-
HO» anpobupoBaTb CBOW MeToAbl. [pUM HOYHOM Kalne
OH HasdHayan no 2-3 caxapHblX WapuKa, codeprKallimx
«gencTBylollee BellecTBO». HeKkoTopble maTepu Kanosa-
JIUCb Ha TO, YTO OHM He CHWMaNW Kawns, No3ToMy COBET
romeonaTa 6bi1 gaTb Toraa 10—20 WwapuKoB Ha paccachl-
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BaHWe! — TOT e 3addeKT, 4TO M OT COCaHUsA KYyCOYKa caxa-
pa. Bo3MoOXHO, AencTBMe mMeda aHanormyHo, a u3-3a ero
60/blIen BA3KOCTM Me[ A0fiblle OCTaeTCs Ha CAU3UCTbIX
060/104Kax, yBNarKHAs UX.

Kak 6bl TO HX 6bI10, paLMOHaNbHbIM MOAXOAOM K GOpb-
6e ¢ Kawnem npeactaBAseTcs NOBOPOT OT UCMNONb30BaHUS
NPOTUBOKALUEBbIX MpenapaTtoB B CTOPOHY CPEACTB naTto-
reHeTn4eckoro aencteus [5]. 3To 4OMKHO CONPOBOXKAATLCS
pasbACHUTENbHOM paboToNn cpeam poamTenen, 06bSICHEHUEM
GU3MONOrMYECKOM PONIM Kalunis, ero AonyctuMocTu (NycTb
penkoro, 0o 10-30 pa3 B [ieHb) B TeYEHME CYTOK U Y 340pO0-
BbIX A€TEN, U y B3pocCnbIX. CnefyeT Takxe obpalatb BHUMa-
HME M Ha IKOHOMMYECKYIO CTOPOHY BOMpoca: ecnu «4obpble
cTapble» raneHoBble MUKCTYpbl cToaT 10-20 py6. 3a yna-
KOBKY, LleHa OCHOBHOM MaccChl «HOBbIX» CPEACTB OT Kaluns
coctaBnsiet ot 200 go 600 py6., a To 1 Bce 1500!

B aTux ycnoBuax peKoMeHAaumsa «aaTb JIOXKY Meaa Ha
HOYb», B CBETE MPOBEAEHHbIX UCCNEAOBaHUN, NpeacTaBns-
eTca 060CHOBaHHOM, 6e30MacHOM anbTepHaTUBOW MPOTUBO-
KalneBblM NpenapaTtaMm, K TOMYy e obellatollen Hemanyio
3KOHOMMIO /151 CEMbMU.
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Pe3onouuna XX KoHrpecca neauatpoB
Poccuu ¢ meXxXayHapoaHbiM yYyacTuem
«AKTya/ibHble Npo6nembl neguaTpun»

16-18 ¢peBpansa 2018 r. B Mockse npotiuen XX KoHrpecc neamnatpoB Poccun, B paMKax
KoToporo cocTtosiinck VI Becepoccuiickas KOHpepeHUus «HeoT10KHas AETCKas XMpyprus

n TpaBmartosiorus», VIl EBpasuiickui ¢opym rno peakmum e6oae3Hsam, Xl MexayHapoaHblin popym
Aetckux xupypros u VIIl @opym AETCKUX MEAMLIMHCKMX CecTep.

Mo utoram pab6otbl XX KoHrpecca negunatpoB Poccuun
C MEXAYHapPOAHbIM y4yacTueMm «AKTyaNlbHble Npo6aembl
neguMaTpum» NPUHATa PEe30JIOLUA:

3acnywaB M 06GCYAMB BbICTYMNEHUS AOKNAA4YMKOB MO
OCHOBHbIM BOMpoOcam neauatpuun, aeneratbl U y4aCTHUKK
XX KoHrpecca negnatpoB Poccuun cumtaoT HEO6X0AUMbIM:
1. O6paTtuTbCS:

1.1.

1.2.

B TocypapctBeHHyio [Aymy ®depgepanbHoro
Co6paHnusa Poccuiickon denepauunn ¢ npeanoxe-
HUeMm:

1.1.1. Cpo4yHo npuHAaTb PepepanbHbli 3aKOH
«0 npodunakTuKke cpeau HaceneHuss PoccuimcKon
depepalmMm COCTOAHWUIM, OBGYCNOBNEHHbIX NMPUPOL-
HbIM AebUUMTOM Hoaar.

1.1.2. lMpuBectn dpenepanbHOE 3aKOHOAATENLCTBO
B OTHOLIEHWWN OXpaHbl 340POBbS AETEN B COOTBET-
ctBue ¢ KoHnseHuuammn OOH «O npaBax pebeHKa»
1 «O npaBax UHBaNNAOB».

1.1.3. MpoaonKUTb rapmMoHM3aLuilo 3aKoHoda-
TebHbIX U MOA3aKOHHbIX aKTOB roCyaapcTB-y4acT-
HMKoB CHI B OTHOLWEHWKN OXpaHbl 340P0BbS AETEN
B cooTtBeTcTBUM ¢ KoHBeHunen OOH «O npaax
pebeHKa» n KoHBeHunen OOH «O npaBax WHBa-
NMAoB».

1.1.4. BHecTu n3ameHeHuns B PeaepanbHbii 3aKOH
«06 0b6palleHMn NeKapCTBEHHbIX CPEeACTB», Npeay-
CMOTPEB pacluMpeHne BO3MOXKHOCTM MPOBEAEHMS
KNMHUYECKUX UCCIEA0OBAHNMN C yH4acTUEM AEeTEN.

B MpaButenbctBo Poccuiickon depepauuu
C NpeanoxKeHneMm:

1.2.1. MNpn dopMUpOBaHMK BIOOKETOB 34PaBOOX-
paHeHUs BCEX YPOBHEW MpeaycMoTpeTb GUHAHCU-
poBaHWe CNyx6bl OXpaHbl MaTepUMHCTBa M AeTCTBa
B 06bemax He MeHee 35% OT KOHCONNMAMPOBAHHOIO
pervoHanbHoOro 6toaxeTa 34pPaBOOXPaHEHNS.
1.2.2. prHATb Mepbl K OpraHn3aumm oTe4ecTBEH-
HOrO MPOM3BOACTBA COBPEMEHHbIX IEKAPCTBEHHbIX
npenapartoB Ans AeTen, BKao4Yas MMMYHOOGWONOIU-
YecKue, B TOM Yncne KOMOMHUPOBAHHbIE, BaKLMHbI.
1.2.3. BKNto4nTb B nepevyeHb MHANKATOPOB addek-
TUBHOCTU AESATENbHOCTU UCNOMHUTENbHOM BNacTu
cybbeKkToB Poccuiickon ®depepauuy nokasaTenb
CMEPTHOCTHU AeTen B Bo3pacTe A0 5 neT U cmepT-
HOCTM AeTeN BCEX BO3PACTOB OT BHELWIHUX U MHPEK-
LLMOHHbIX MPUYMH, YPOBEHb MHBANNAHOCTM AETCKOMO
HaceneHus.

1.2.4. TpnHATb pelleHne o0 NoaHoM nepexoae Poc-
cunckon Peagepaunn Npu yCTaHOBEHUWU UHBANW-
HOCTM AeTsam Ha MexayHapoaHy KnaccudpuKaumio
PYHKLMOHMPOBAHUS, OrPaHUYEHUN KU3HEeaeATENb-
HOCTW ¥ 340POBbS.

1.3.

1.2.5. PaccmoTpeTb BONpOC O nepefadye B cUcteMy
3PaBOOXpPaHEeHUsT OYHKLMKW YCTaHOBNEHUS WHBa-
NMAHOCTH AETAM.

1.2.6. PaccmoTpeTb BOMPOC O BKJOYEHUU tOBe-
HUNBHOrO apTpuTa, TUPO3MHEMMUMU, LMUCTUHO3aA,
GEHNNKETOHYPUM, HECOBEPLUEHHOIO OCTEOreHes3a,
6onesHen MNomne, ®abpu, HumaHa-lnka n apy-
rMX peakux 6one3Hen U3 cnucka «24 HO3010rUn»
B lMporpammy «OpraHuzauua obecrnevyeHus nuu,
60MbHbIX reModuInen, MyKOBUCLMAO30OM, TUMO-
dun3apHbIM HaHWU3MOM, 60ne3Hbio lowe, 3n0Ka-
4yeCTBEHHbIMW HOBOOGPaszoBaHUAMKU NuUMdoOna-
HOW, KPOBETBOPHOW M POACTBEHHbIX UM TKaHeW,
paccesiHHbIM CKAepOo30M, N1l Mocie TpaHCMhnaH-
Tauuu opraHoB W (MNKW) TKaHEW NeKapCTBEHHbI-
MU npenapaTaMu Mo nNepevHio, yTBepKAaeMoMy
MpaBuTenbcTBOM Poccuiickon ®eaepaumm n chop-
MUPOBAHHOMY B YCTAHOBIEHHOM WM MNOpPsAAKE»
(«7 HO3ONOrMM») U3 beaepanbHOro GoaXeTa.

K opraHam ucnosHUTENbHOW BNacTU CyObEeKTOB
Poccuiickoit dPepgepauum U MYHULUNANbHbIX
oGpa3oBaHuit:

1.3.1. PagpaboTtaTtb M peann3oBbiBaTb pPeruo-
HaNbHble MPOrpaMMmbl MO CHWMXEHUIO MaadeHYe-
CKOM U OETCKOW CMEPTHOCTU, MHBANUAHOCTH AETEN
(C y4€TOM WX YPOBHS, CTPYKTYPbI, COLMANbHO-3KO-
HOMMWYECKOW, IKONOrMYECKOM CUTYaLUK 1 ap.).
1.3.2. He gonyckaTtb BBeAEHUS CUCTEMbI MEAULINH-
CKOro obecnevyeHuns geten Bpadyom obLEen NpaKkTu-
KM (3@ UCKNIIOYEHWEM TPYAHOAOCTYMHbIX U OTAANEH-
HbIX TEPPUTOPUIM NPU OTCYTCTBUM Bpadva-negunaTpa).

2. lpocnTb MUHUCTEpPCTBO 3apaBooxXpaHeHus Poccui-
cKon depepaumu:

2.1.

2.2.

MpoaomknTe paboTy NO COBEPLIEHCTBOBAHUIO
CUCTEMbl BaKLUMHONPODUNAKTUKN MHPEKLMOHHbIX
6one3Hen y geten B Poccuiickon denepaumu:
paclwupuTtb HaunMoHanbHbIM KaneHaapb npodunak-
TUYECKMX NPUBMBOK 3a CYET BBEAEHMS BaKLMHa-
LMW NPOTUB MHOEKLMIA, BblI3BAHHbIX POTAaBUPYCOM,
nanuinoMaBMpPycoM, BUpYCamMu BETPSHOW OCMbl,
renatuta A, MEHWHTOKOKKOM, [OMOJHUTENbHbIX
peBaKLUMHaLMIA NPOTMB KOK/OWa B AOLWKOAbHOM
M NOAPOCTKOBOM BO3pacTe, a TaKXe nponucatb
B HEM 3HAYMMOE MECTO A5 UCMONb30BAHUSA MHOTO-
KOMMOHEHTHbIX (5 1 60s1ee) BaKLMH.

[oBbICUTb AOCTYMHOCTb M KayeCTBO KOMIMIEKCHOM
peabunuTaumoHHON NOMOLLMN AETSM C XPOHUYECKOM
natofniornem u geTaM-uHBannaam, co3aatb YyCIoBUS
(NOAroToBUTL M YTBEPAWUTb HOPMATMBHYIO MpaBoO-
BylO 6a3y) ANa pas3BUTUS CUCTEMbI YYPEKOEHUN MO
OKa3aHWIo NMOMOLM MO KOMMNAEKCHON MeAULMHCKOMN



2.3.

2.4.

2.5.

2.6.

2.7.

2.8.

peabunuTauuun aeten B COOTBETCTBUMU C [lepevyHem
nopy4yenuin MpesngeHta Poccuiickon Pepepaummn
no utoram 3acegaHuss KoopaMHALMOHHOrO coBe-
Ta npu [pe3unageHte Poccuickon Pepepauum
no peanusauum HauWOHaNbHOW cTpaTervm newn-
CTBUM B MHTepecax aeten Ha 2012-2017 roabl oT
21.06.2014 r. N2 Mp-1464.

O6paTtuTtbea B MpaBuTtenbctBo Poccuinckon depe-
pauuu c npeanoxeHwem paspaboTaTb M NPUHATb
nporpamMMy rocyapCTBEHHbIX rapaHTui Gecnnart-
HOro OKazaHus rpaxjaHam peabuanTauMoHHOM
NOMOLLMK:

2.3.1. YkomnneKkToBaTb denepanbHble U Mexpe-
rMOHaNbHbIE YYpPEXAeHUs U noapas3feneHnss KoMm-
NIEKCHON MeAnLUMHCKOM peabunuTtaLmnmn CoBpeMeH-
HbIM peabunuTaLMoHHbIM 060pyA0BaAHMNEM.
PaspaboTtaTtb, cornacoBaTb W NpeacTaBUTb Ha
YyTBEPKAEHNE B YCTAHOB/EHHOM MOPSIAKE MPOEKT
[ocypnapctBeHHOW nporpammbl «[IpodunakTuka
WHBANMAHOCTM cpeaun aeten B Poccuiickon depe-
paumm».

Pa3paboTtaTb M NPUHATbL M3MEHEHWUS WU AOMNONHE-
HUS B HOPMaTMBHYIO NpaBoBYylO 6a3ly, onpeaensio-
Lyl cofepraHve MeAWMLMHCKON MOMOLM AeTaM-
MHBaNMaam:

2.5.1. BHECTM UBMEHEHUS N AOMNONHEHNS B NPUKa3
MwuH3sgpaBcoupa3sutua Poccun ot 04.08.2008 T.
N2 37H «O pa3paboTke nHAMBUAYANbHbIX MPOrpaMm
peabunuTauMmM MHBaANMAOB» B 4acTu pa3paboTKu
W peanusauuv MHAMBUAYaNbHOW Nporpammbl pea-
ounuTaumm pebeHKy-MHBanuay M KOHTPONa 3a ee
3DDEKTUBHOCTbLIO U KAYECTBOM.

BBecTM B MHCTWUTYT rMaBHbIX CNeunanucToB rna.-
HOro BHELITATHOro JETCKOro crneuuanucta aepma-
Tonora.

Pa3paboTtaTb Nporpammsbl npenogaBaH1s coluanb-
HOW NeauMaTpuu Ha 40- M NOCNeaMnIOMHOM 3Tanax
neanaTpuyeckoro o6pasoBaHus.

MpeaycmoTpeTb B AETCKUX MOAUKINHUKAX AOJIKHO-
CTW 3aMeCcTUTeNsa rMaBHOro Bpava no npodunaxktm-
YecKon meauLmnHe.

[MpocnTe MUHMCTEPCTBO O0Gpa3oBaHUA U HayKH
Poccuiickon depepaumnm:

3.1.

[MpUHATE BCE BO3MOXHble Mepbl MO MOBbIWEHWIO
JOCTYMHOCTM M OBecrnevyeHnio KadyectBa MNMUTaHUS
JeTein B o6pa3oBaTesibHbIX OpraHn3auusx.

3.2

LLnpe npuBnekatb nNpodeccuoHanbHoe MeaMLMH-
CKOe CO06BLLECTBO K MOArOTOBKE y4ebHbIX MNporpamm
no ¢opmMMpoBaHUIO 3[0POBOro M 6e30MacHoro
obpasa KW3HM yyalLMXcs (BOCMUTAHHMKOB).

MpocnTe MUHUCTEPCTBO 3apaBooXpaHeHus Poccui-
cKkon depepaumn M MuHUcTepcTBO 0Gpa3oBaHUA
M HayKu Poccuickon denepaumu:

4.1.

4.2,

MpofomK1Tb COBEpLIEHCTBOBaHWE neanaTpuye-
CKOro o6pasoBaHusi Ha 3Tanax BbICLIEro M Aonos-
HWTEeNbHOro npodeccMoHanbHOro o6pa3oBaHUs B
paMKax CyLeCTBYIOWMX OPraHU3aLMOHHbIX CUCTEM
(neamMaTpuyeckne obpasoBaTesibHble OpraHu3auuu
N daKynbTeTbl) C MOCTOSIHHBIM COBEPLIEHCTBOBAHU-
eMm creuuanbHbix 06pa3oBaTelibHbIX NPOrpamm.
3aKOHYUTb pa3paboTKy M BHeApUTb HOBbIM PIrOC
BbiCllero o6pasoBaHUA NO crneuuanbHOCTH
31.05.02 MNepauatpust (ypoBeHb cneuunanuTeTa)
B COOTBETCTBUM C MpocdeccHoHaNbHbIM CTaHaap-
TOM «Bpay-neanaTp Y4acCTKOBbIM» C BKJOYEHUEM
MHTErPUPOBAHHOIO BedeHUs Gone3Hel AEeTCKOro
BO3pacTa ¥ KapMaHHOro crnpaBoYHMKa.

PekomeHgoBaTb opraHam ynpaBieHUs 3paBooxpa-
HeHueM cy6beKkToB Poccuinckon Peaepaunu:

5.1.

5.2.

5.3.

CosgaTb yCnoBMS ANS paclWMpeEHUs ceTu K opra-
HMU3auun paboTbl OTAENEHUM MELUKO-COoLUanbHOM
NMOMOLLM.

MPUHATE Mepbl MO PaCLUMPEHUIO CETU YYPEKAEHNUN
(mogpasaeneHunit), oKkasblBalOWMX KOMMIEKCHYIO
peabuMTauMoHHY0 NOMOLLb AETSM Ha pernoHasb-
HOM W MyHULMMN@NbHOM YPOBHSIX.

MpoBectn paboTy NO COBEPLIEHCTBOBAHWUIO
CECTPMHCKOM MOMOLLM B PErMOHAxX U MyHULMNaNb-
HblX 06pa30BaHUSAX.

5.3.1. MNpoaonknTb paboTy NO BBEAEHMIO B CTPYK-
Typy OpraHoB ynpaBfieHWs 34paBOOXpaHeHuem
cy6beKkTOoB Poccuitickon dPepepauun OOMKHOCTH
rMaBHOro cneuuanucta Mo CECTPUHCKOMY Aaeny
B neguaTpum.

5.3.2. lpeaycMoTpeTb aKTMBHOE MpuBeYeHue
cpeaHero MeauuUMHCKOro nepcoHana K peanusa-
UMK MeponpuUaTMi no GOpPMUPOBAHUIO YCTONYM-
BbIX CTEPEOTUINOB 340POBOIr0 06pa3a XKU3HU aeTewn
M NOAPOCTKOB.

Pezonouns npmHaTa egmnHornacHo 18 ¢pespans 2018 r.
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YBaxaembie Komermn!

V3patensctBo «Ileguarp» 6put0 co3mano B 2012 r. mpu mopjep>kke OOIIeCTBEHHON OpPraHM3aLnn
«Coro3 negmarpoB Poccum». B HacTOAMNMIT MOMEHT MBI SAB/ISIEMCA €AVHCTBEHHBIM POCCUIICKIM U3JATENh-
CTBOM, KOTOpOE CIIeL[a/IN3UPYeTCs Ha MyOIMKAIVAX HAYIHON U HAyYHO-TIOMY/LAPHOI TUTEPATyPbl TOIb-
KO 10 Ipo6/ieMaM JIeTCKOr0 BO3pacTa.

I[Ipenaraem BaueMy BHUMAaHUIO y4eOHbIE ITIOCOOS 10 MIMMYHOJIOTMY 1 Q/IIEPTOIOT M, KOTOPBIE ITO/Ib-
3YIOTCA CIIPOCOM He TOJIBKO Y CTY[I€HTOB, HO VI IPAaKTHUKYIOIINX ITE€NaTPOB.

OcHOBBI 0011eit HMMYHOJIOTHH: YU4eOHOe I0co0He 151 CTYAE€HTOB
MeIUIHHCKUX By30B. YacTtp 1

Ilon penakiueii: JI. B. TankoBckoii, JI. C. Hama3oBoii-bapanogoii, P. SI. MemkoBoii
2014, 200 c., 067105k, ISBN 978-5-906332-39-4

B yue6HOM ocoO#H OAPOOHO OCBEIIEHBI OCHOBBI 0011Iei IMMYHOJIOTHH: CTPYKTYPa i (QyHK-
IIUM IMMYHHOU CHCTEMBI, (POPMUPOBaHAE UMMYHHOTO OTBETa B HOPME W TIPH TTATOJIOTHH,
BPOJKIEHHBIN 1 TIPHOOpPETeHHbIT nMMyHHUTET. OT/Ie/bHBIE IJIaBbl TIOCBSIIEHBI XapaKTepH-
CTHKE KJIETOK UMMYHHOHM CHCTEMBI, OTTMCAHUIO PA3IIMYHBIX aHTUTEHOB, MAPKEPOB ¥ peTiet-
TOPOB, TIporieccam auddepentiupokn T u B mumboInToB, MexaHU3MaM KJIeTOYHOH ITUTO-
TOKCUYHOCTH, CTPYKTYpe M (DYHKIMSAM aHTHUTEN, CUCTeMe IIMTOKUHOB. PaccMaTpuBaroTcst
cTpoenne W (HYHKIMH TJABHOTO KOMIUIEKCA THCTOCOBMECTHMOCTH YesoBeka. B mocobum
IIpUBe/IeHBI IIepedyeHb BOIIPOCOB JJIS CAMOKOHTPOJIS, TecToBble 3ajanus. IIpemnoxkennas
CTPYKTYypa U3/IaHUST TOMOXKET CTY/IEHTaM BBI/IEINTh TIPUHIATTHATbHBIE ACTIEKTHI I3yYaeMbIX
ITPOTIECCOB, OPTAaHN30BATh M KOHKPETU3MPOBATH U3ydeHNe TNCTIATIIIITHBL.

Yuebnoe nocobue «OcHOBBI 00IIEl MMMYHOJOTHU» IIOATOTOBJIEHO M0 IUCIUAIINHE
«MmmyHosiorust> B coorBerctBur ¢ DejiepaibHbIM FOCYAAPCTBEHHBIM 00Pa30BaTeIbHbIM
CTaHIaPTOM BBICIIETO IIPOGECCUOHATIEHOTO 0OPA30BAHUA U IIPEAHA3HAYEHO JIJIs CTY/IEHTOB,
0byyJarommxce 110 creruaibHocTsIM «JIedeGHoe neno», «[lexnarpus» u «Cromatonorus».

OCHOBBI KJIMHUY€CKOii HMMYHOJIOTHH U aJLIEPrOJOTHH: YyeOHoe Iocooue
JUISI CTYZIEHTOB MeIUIIMHCKUX By30B. YacTp 2

OCHOBbI KNMHNUECKOM
MMMYHONOIMW 1 annepronormmn

VueOHOE NOCOBME A CTYACHTOR MEAMUMHCKYX BYIOB.
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Iox penakuueii: JI. B. Tankosckoii, JI. C. Hamazosoii-bapanosoii, P. 1. MemxoBoii
2015, 160 c., o6moxka, ISBN 978-5-906332-32-5

Bo Bropoii yactu yue6Horo mocobust «OCHOBbI KIMHUYECKON MMMYHOJIOTHN U aJLIEPTOJIO-
TUI» TIOJPOOHO OCBEIEHBI METOIbI OIIEHKU ()YHKIIMOHUPOBAHISI UMMYHHOW CHCTEMBI, IAHO
OITMCaHe OCHOBHBIX HNMMYHOIIATOJIOTUYECKUX COCTOSHUN, IPUBECHBI HOBEHIIINE TaHHbIe
[0 IMMYHOTIPO(MUIAKTHKE 1 IMMYHOTEPATINK Pa3IMYHbIX 3400 1eBatuil. OT/ieIbHbIE TIaBbI
MOCBSIIEHbI OMUCAHKIO TPYTIT Gosie3Hel, MaHU(peCTAIs KOTOPhIX CBSI3aHa ¢ HApYIIeHUs-
MU B UMMYHHOM OTBeTe OpPraHu3Ma, — UIMMYHOZE(UIIUTHBIM COCTOSTHUAM, AJLIIEPIUYECKIM
U ayTOMMMYHHBIM 3a60JieBaHusAM. B mocsie/iHell riiaBe mmupoKo MpeicTaBIeHbl COBPEMEH-
HbIE METOJ(BI MCCJIE/IOBAHUS B UMMYHOJIOTHI. B 110COGHM TIPUBE/IEHBI TIEPEYEHD BOIPOCOB
JUIST CAMOKOHTPOJISI U TecTOBbIE 3ajianusi. CTPYKTypa MocOOHsI TOMOXKET CTY/EHTaM Bbijie-
JINTD [IPUHIMIINAJIBHBIE ACIIEKThI U3yYaeMbIX IIPOLIECCOB, OPTAaHU30BaTh U KOHKPETU3UPO-
BaTb U3yYeHUE TUCITUTIINHBL

YuebHoe mocobre «OCHOBBI KIMHIYECKONH MMMYHOJIOTHN U aJLIEPrOJIOTHI TIOATOTOBJIE-
HO 110 puciuiirHe «VIMmmyHoJI0THSI> B cooTBeTcTBUE ¢ DeepanbHbIM TOCYIapCTBEHHBIM
06pa30BaTeIbHBIM CTAaHIAPTOM BBICIIETO MPO(hECCHOHATBHOTO 00Pas0BaHUS /ISl CTYIEHTOB,
00yJatoIuXcst M0 CrenuaabHocTIM «JIeuebHoe meno», «Ilemumarpus», «CroMaTonorusy,
«Buonmxenepus u 6uonHbOpMaTUKA>.

Q+7 (499) 132-72-04 p¥& sales@nczd.ru @ www.spr-journal.ru
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JJeKTPOHHASI OMOINOTEKA JKYPHAJIOB U3/IATENbCTBA
Coro3za neguarpoB Poccun «Ilexnatpb»

HpI/IF]IaLHaeM BacC MTOCETUTH HOBBIE CANTHI JKYPHAJIOB N3/1aTEJIbCTBA U OIEHUTD UX ITPEUMYIIIECTBA.

M SJIBKTPOHHBIG BEPCUU JKYPHAJIOB B OTKPBITOM /IOCTYIIE, 3a UCK/IIOYEHUEM ITOCJIC/THETO Ir'o/la BhITTyCKa
*  BosmoxxHOCTD Pa3MECTUTDH CTaTbIO Ha caiire ¢ ITOMOIIIBbIO 3JI€KTpOHHOI>i peaaxknun

M HOZ[HI/ICKa Ha CTaTblo, HOMED, Ha IO/l JKYPHaAJIOB ITOCJIE/THETO Iro/la BbIITyCKa — II0 I[IEHaM PpeJaKInn

IIpeumyniecTBa /ISt aBTOPOB 3Ky PHAJIOB:

°  II0JIHOE COOTBETCTBHE CAlTOB sKypHaIOB M3 1aTesibeTBa TpeGOBaHKsM 3apyOeKHBIX pedepaTHBHBIX (a3 faHHbIX (Scopus,
Web of Science, PubMed u 1p.);

° IPHUCYTCTBHE JKYPHAJIOB B PasJMYHbIX 0Oasax jaHHbIX, Takux kak PMTHII, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITI RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u 1p.;

°  pa3MelleHue 110 JKEJTAHMIO aBTOPA JOTIOJTHUTETBHBIX MATEPUAJIOB K CTaThe (BUIEO, TIPE3EHTAIINN );

e Bce skypHaJsbl BXoAT B [lepeuenr BAK
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JlbrotHasl peAaKLMOHHAA NOANUCKA &

Mpeanaraem noanucKy Ha obuLManbHblie u3gaHusa Coto3a neguatpoB Poccum. Bee XKypHanbl BXogaT
B lepeyeHb BegyLMX Hay4YHbIX XXypHanoB u uagaHui BAK. Aapec pegakuun: 119991, MockBa,

JIoOMOHOCOBCKUI NPOCNEKT, 4. 2/62. Tenedpon/dakc: 8 (499) 132-72-04, e-mail: sales@nczd.ru

Bonpockl coBpeMeHHOM

neanaTpun

RN ik

LleHa nognucKu*:
noaropa (3 Homepa) — 450 py6.,
rop (6 Homepos) — 900 py6.

Haysiio npaiecili wyian Cooaa nearnoa Poctia

MNeovarpuyecrasn
dpapmakosormsa

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

Coro3
neauarpoe
Poceun

LleHa nopnucKu*:
noaropa (2 Homepa) — 450 py6.,
rop (4 Homepa) — 900 py6.

* CTOMMOCTb YKa3aHa Ans dGu3nyeckux nuu. [loctaBKa xypHanoB BKIlOYEHa B CTOUMOCTb.

N3Bemenune

Kaccup

dopma Nell/I-4
00O HzparenbcTBO «Ileguatpb»

(HaMeHOBaHMeE TTOTyJyaTesIsl TiaTexa)

7728798571

(MHH mnonyyatens riarexa)

Ne 40702810738110016525

(HOMep cueTa noJjyJaresis riarexa)

B Coepbanke Poccuu OAO, . MockBa

(HanMeHOBaHMe OaHKa M OAHKOBCKHME PEKBU3UTHI)

k/c 30101810400000000225

BUK 044525225

IMoanucka Ha >XXypHal
[l ITequatpuyeckas papmakosiorust ] OHKoneauaTpus
] Bonpockl coBpemeHHoi neauarpun Cpok: [l monarona [1rox

(HanMeHOBaHHUE TUTaTeXka. Hy>KHOE OTMETHUTh)

Jlata CyMmMa 1u1aTexa: pyo. KOII.

WHdopmaiius o riaTebluKe:

(®UO, unnekce, aapec, TesedoH)

I1naTenpiyk (IMOAMUCH)

N3Bemenune

Kaccup

®opma Nel1/1-4
00O UzpatenbcTBo «Ileguatpb»

(HaMMeHOBaHKe MMOJTyJaTessi IiaTexa)

7728798571

(MHH nonyyatens miarexa)

Ne 40702810738110016525

(HOMep cuera MoJTyJaTesis rarexa)

B Coepbanke Poccuu OAO, . MockBa

(HauMeHOBaHKe OaHKa U GAHKOBCKHE PEKBU3UTHI)

k/c 30101810400000000225

BbUK 044525225

IMonmucka Ha XypHaI
[l ITenuatpuyeckas apmakosorust  [] OHKONeAUATPUS
L1 Boripocsl coBpemenHoit nenuatpun Cpok: [l monroga [l rom

(HanMeHOBaHHUE TUIaTeXa. Hy>KHOE OTMETHUTD)

JlaTta CyMMma 1uiaTexa: pyo. KOII.

Wudopmaiius o miaTeabliuKe:

(®UO, uHmekc, anpec, TeaedoH)

IMnarenpluuK (MOAIKMCH)

PepaKuuoHHas
noAnuCcKa — 3To:

* MoANMCKa C J1I060ro Homepa
Tenepb NOANNCATLCA MOXHO

C ntoboro HOMepa Ha rog,

VN Ha nosroga

* YAOGCTBO on/iaTbl

[Mo KBUTaHLMK B N0BOM OTAENEHUN
Cbepbatka PD.

Pa3bopyuBbIM NOYEPKOM BNULLINTE
B KBUTAHLIMIO CBOW JINYHBIE AAHHbIE:
®UO nonyyatens, agpec Ans
[I0CTaBKV XYPHaNO0B C UHAEKCOM,
KOHTaKTHbI TenedoH. OTmeTbTe
HY>XXHbIV XXypHan 1 Nepuog,
NOAMUCKY N YKaXWTe ee CTOUMOCTb.

Hudopmaynsa

AN IOPHANYECKHX NIHL

[ns odopmneHns nnaTexHbix
[IOKYMEHTOB He0OX0ANMO npuciaTh
3asBKy Ha NOAMNMCKY (HAaMMeHOBaHVe
XypHana n cpok NoAnMcKM)

1N PEKBU3UTbI OPraHm3aumm

no an. noyte sales@nczd.ru

ONeKTPOHHbIE BEPCUM XXYPHAIOB
Coto3a neguatpos Poccumn
Ha canTe www.spr-journal.ru



