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Pe3iome: B crarbe paccMaTpuBalOTCS NPUYMHBI, MEXAHU3MBbl PA3BUTHUS U KIMHUYECKHE
MPOSIBJICHUST HEUMMYHHOM BOJSHKM IUIOJIa — COCTOSIHHSI, XapaKTEPU3YIOIIETOCS CKOIUICHUEM
KHUJKOCTH B TMOJIOCTSAX Tena Iojaa. OnucaHbl OCHOBHBIC ATHOJOTHYECKHE (DAKTOPBI, BKIFOYAS
TeHeTUYECKUE aHOMaJINH, NH(EKINH, HapyIIeHUs: OOMEeHa BEIECTB M COCYAUCThIE naTonoruu. Ocodoe
BHUMAaHUE YACNACTCS IUAarHOCTUYECKHMM METOJaM, TaKUM KakK YJIbTPa3BYKOBOE HCCIIEIOBaHUE,
MO3BOJISIIOIIMM BBISIBUTH BOJSHKY Ha paHHUX CTaAusaX. Takke paccMaTpUBAIOTCS COBPEMEHHBIE
MOAXOJbI K JICUCHWIO M BEJACHHUIO OCPEeMEHHBIX C JaHHOW MATOJOTHEH, BKJIIOYAas BO3MOXHOCTH
MpEPBIBaHUSA OCPEMEHHOCTH TP HeOJaronpusaTHOM mporHo3e. CTaThs MOAYEPKUBACT BaKHOCTh
MYJIbTHAUCIUIUIMHAPHOTO TOJX0Ja B YIPABICHUM CIIy4assMd HEUMMYHHOW BOJSIHKM IUIOJA U
HEOOXOUMOCTh  JANbHEUIINX HCCICNOBAaHUN [ yAydlIeHWs KCXOJOB JJid MaTeped u
HOBOPOXKICHHBIX.

KaroueBbie cjoBa: HCHMMMYHHass BOJJdHKa IUIOA4A, AWArHOCTHUKA, JICYHCHUC, IIPUYUHBI,
MyJII)TI/IIII/ICIII/IHJII/IHapHI)If/'I noaxoAd.

AKTyaJlbHOCTh TeMbl. 3a IHOCJEIHUE ToJbl HaOJII0AAeTCsl YBEJIWYEHHE CIIydyaeB HEUMMYHHOM
BOJSIHKM IJI0Ja, YTO TpeOyeT BHUMAaHHSA CO CTOPOHBI MEIUIIMHCKOro coooduiectBa. HenmmmyHHas
BOJISHKa MOXET OBbITh BBI3BAaHA MHOXKECTBOM (PAKTOPOB, BKJItOYas MHQEKIMOHHBbIE 3a00JeBaHMA,
TeHETUYECKNE aHOMAJIMU U COCYIHUCThIE HAPYIIEHHUS, UTO JI€JaeT AUArHOCTUKY U JIEYEHUE CIIOKHBIMH.
HeumMmyHHas BOAsIHKa MOKET IIPUBECTU K CEPbE3HBIM OCIIOKHEHHSAM, TAKUM KaK IPEXIEBPEMEHHBIC
POJibl, HEOOXOUMOCTh B MHTEHCUBHOW TEpaluu HOBOPOXJAECHHBIX U BBICOKHE PUCKH JUIS 3/10pPOBbS
matepu. IIpobimema TpebGyeT COTpyIHHYECTBA CIELHUATUCTOB Pa3IMYHBIX oOOJacTel (aKyuiepos,
NeAuaTpoB, TEHETUKOB), YTO MOJYEPKUBAET HEOOXOIUMOCTh KOMILJIEKCHOTO MOAXO0/a K JICUEHUIO U
HabmoaeHuto. MccnenoBanus B 3TOH 00NacTH MOTYT MPHUBECTH K HOBBIM CTPATETHsM YIpaBlICHUS
COCTOSIHUEM OEpeMEHHBIX KEHIIWH W YIYYIIEHUI0 MCXOJIOB Uid IUIo0B. [loBbllieHHEe ypOBHS
OCBEZIOMJICHHOCTH CpEIU Bpayel O HEMMMYHHOW BOJSHKE IUI0Jla CHOCOOCTBYeT Oosiee paHHEMY
BBISIBJICHHIO U YJIYYIIEHUIO KayecTBa MEIUIIMHCKOM MTOMOIIIH.

B uccnenosanun Hartge et al. u Laterre et al. HanOosnee dacToif MPUUYMHOW HEMMMYHHOW BOJSHKHU
1oa ObuM XpoMocoMHble aHomanuu (32% u 39% cooTBeTCTBEHHO), B TO BpeMs kak Bellini et al. -
cepaedHo-cocyauctas natonorus (20,1%) [2,4,6,9]. Do paznuuue oObscHsieTcs Tem, yTto Bellini et al.
KJIacCU(UIUPOBAIN Clydyau TOPOKOB CEepAlla KaK CepJIeYHO-COCYAUCTYIO MaTOJOTHUI0 HE3aBUCUMO OT
KapuoTHuna ruiona, a Hartge et al. u Laterre et al. ocHOBHOe BHUMaHHE YAEISUIOCH KAPHOTHUITY Kak
NEepBONPUYMHE, Beaylmed K QOpMUPOBAaHUIO TOPOKOB cepaua. [lpuHuMas BO BHHMMaHUE
BBIIIEN3JI0)KEHHOE, Mbl BUAMM, YTO €JMHOIO MHEHHUS B CUCTEMAaTH3alMM NPUYMH HEUMMYHHOU
BOJSIHKY TUIO/Ia HE UMEETCsI, YTO TpeOyeT AalbHEHIIINX UCCIIEJOBAaHUM.

Ha cerogusmHuii 1eHb BIUSHHE TONMKH CKOIUIEHUS JKUAKOCTH Ha HCXOJ 3a00JeBaHUs TNpHU
HEMMMYHHON BOJSTHKE IJIOJIa HEOJHO3HAUYHO, M MEXAY CTOPOHAMH CYILECTBYIOT MPOTUBOPEUUS.
Torga kak HEKOTOpPBIE MCCIEAOBATENM CBS3BIBAIOT T'HMAPOTOPAKC W TUIAPONEPUKAp] C HU3KOU
BBDKMBAEMOCTBIO, Jpyrue He OOHApYXKWJIM TaKkoOW CBS3M B CBOMX wHccienoBanusx [5,7,8,11].
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HCHOCHCI[OBaTCJIBHOCTB B OTUX BbIBOJAX, IMMO-BUAMMOMY, YKA3bIBACT HA TO, YTO CKOPEC 3THUOJIOTHA
3a00JieBaHus, a HE IPOCTPAHCTBA, B KOTOPHIX CKAILJIMBACTCS KUAKOCTb, UTPACT LIEHTPAJIBHYIO POJIb B
HEMMMYHHOH BoOJsHKe 1iona. OIHAKO B CBA3M C  MAJOYHUCICHHOCTHIO  HAOIIOJCHHUIA,
HEPABHOMEPHOCTBIO PACIPENICTICHUS] CIIy4aeB MO0 KaTerOpusM MPUYMH MOXKHO JIUIIb MPEANONOKHUTD,
9TO 3TH (PAKTOPBI HETATHBHO BIMSIOT HAa NEpUHATAIbHBIE UCXOJBI, a 3TO TpeOyeT JanpHeHmux Oosee
MacCIITaOHBIX U MPOJIOJKUTENIBHBIX UCCIIEIOBAHUA.

Matepuas u MeToAbI HccienoBanus. B uccinenoBanue Bkioyena 201 6epemennas xenuna. Hame
UCCIIeIOBaHNe IPOBOAMUIIOCH B 2 3Tamna. 1-if 3Tanm COCTOUT U3 PETPOCIIEKTUBHOIO aHAJIN3a U BKIIOYAET
150 GepemenHbIxX, oOpaTuBIIMXCA B PecmyOnukanckuii neHTp «CKpUHHHT MaTepu U peOeHKa» B
teuenne 2017-2019 r1r. ¢ pAWarHo3oM «HEUMMYHHasi BoOAsSHKAa 1wioga». 40 w3 HUX ObUIH
3apeructpupoBansl B 2017 rogy, 49 — B 2018 rogy u 61 — B 2019 romy. Ha BTOpOM 3Tame
MIPOBEJICHO TPOCIEKTHUBHOE HCCIENOBaHHEe M BKJIOYeHa 51 OepemeHHas, oOpaTHBIIMECS B LEHTP
PCHIIMIALT B Teuenne 2020-2022 rT. ¢ TMarHo30M «HEUMMYHHAsI BOJSTHKA IJI0J1a», Y 9 U3 HUX OBLIO
MPOBEJICHO TpEpPhIBAaHUE OEPEMEHHOCTH MO MEIUIMHCKAM IIOKa3aHUSM B CBSI3U C BBISBICHHUEM
XPOMOCOMHBIE AaHOMAJIMHM Ha PAaHHUX cpokax OepemeHHocTd. OctanbHbie 42 OepeMeHHbIe ObLIN
pasfenieHbl Ha 2 TPyNmbl B 3aBUCHMOCTH OT BBIOOpa MMM BBDKUIATENIBHON WM aKTUBHOM TaKTHUKH
BEJICHUsI OCPEMEHHOCTH IPH HEMMMYHHOW BOAsHKE miofa. B 1-to rpymnmy Bomum 20 KEHIHH,
MPUMEHSIBIINX aKTUBHYIO TAaKTHKY, BO 2-10 TPYIITy BOLUIH 22 EHIIHUHBI, OTKAa3aBIIHECS OT aKTUBHOU
TaKTHKH W TPUMCHSBIINE BBDKUATCIBHYIO TaKTUKY. BO3pacT >KEHIMH B HMCCICAYEMBIX TpyIIax
kojebaics ot 18 no 43 net, menuana Bo3pacrta 28 (24; 31) ner.

BceMm KCHIIMHAaM, Y4YaCTBOBABIIMM B IIPOCHECKTHUBHOM HCCICAOBAHHWU, ITPOBOAHIIOCH OSKCIICPTHOC
YJIBTPA3BYKOBOC HCCIICAOBAHUC IUIOJAA W OLCHUBAJIMCH CICAYIOMIUC II0OKa3aTCIM: HAJIUYUC U BHUIA
CTPYKTypHOﬁ ImaToJioruu 1jioga, KOJIN4YECTBO CCPO3HBIX IIOJIOCTEH C KHUIKOCTBIO, 00BeM KHUAKOCTH,
HaJIMYHUC U CTCIICHb I'MIIOIIIA3UN JICTKUX, KOMIPECCHU CCpAlld, HAINYUEC, TOJIIIHUHY U CTCIICHb OTCKa
MSTKHX TKaHEH mIoaa, a TaKKE KOJIMYCCTBO OKOJIOIIJIOAHBIX BOJ U TOJIIIUHY IIAIICHTHI.

PesyabraThl. Bce cnyuaum, B 3aBUCHUMOCTHM OT KJIMHHYECKHUX TPU3HAKOB, JAaHHBIX KIUHHUKO-
71a00paTOPHBIX U UHCTPYMEHTAJIbHBIX MCCIEA0BaHUMN, cOracHO KpuTepusaM pacnpenenenus Bellini et
al. (2015) Obun oTHeceHbl K OnHOM M3 14 kaTeropuii 3a00NeBaHHMI M COMOCTABJICHBI C JaHHBIMU
3apyOeKHBIX MACIITAOHBIX MUCCIIEIOBAHUM.

IIpu perpocnexktuBHOM aHanu3ze stuonoruss HBII Obina ycranosiaena B 59% (59/100) ciyuaes.
Haubonee vacteiMu npuunHamu, npuBoasimumMu k HBII, O6bu11: cepaeyHo-cocyAuCTbIe NaTOJIOTHH -
19% (19/100), cunapomansubie naronoruu - 10% (10/100), uadexuu - 9% (9/100). B 41% (41/100)
cinydaeB npuunHa HBII oka3anace namonaTuyeckoi.

B perpocnextuBHoii Tpymme y 85% (85/100) GepemeHHOCTh ObUTa TpepBaHa MO MEAMIIMHCKHM
MOKa3aHUsM Ha ocHoBaHMM JaHHbIX Y3U, a 15% (15/100) >xeHIIMH OTKa3aJuCh OT IPEPBIBAHMS
O0epeMeHHOCTH U OepeMEeHHOCTh Obla MPOJOHTHpoBaHa. Mcxoabl 6epeMeHHOCTH MPOaHaIHM3UPOBAHbI
y 15 KEeHUMH C TPOJIOHTUPOBAHHOM OEpPEeMEHHOCThIO: Yy 7 JKEHIIMH Oblla HEepa3BHBAIONIASCS
OepeMeHHOCTh, y 3 TAaIMEeHTOK — MPOW3OILIA CPOYHBIE POIBI 3J0POBBIM peOEHKOM, y 3 -
aHTeHaTalbHas rulenb I1UIoNa, y 1 - HMHTpaHaranbHas TuOenb Mmiofa, y 1 mHanueHTKH Oblia
HEOHaTaJbHas rubenp TIUI0Aa. B perpocrneKkTUBHOM Tpymme MepuHaTalIbHbI HcXon  OblI
noJokuTeIbHBIM B 3% (3/100) ciaydaeB u orpunatensHsiM B 97% (97/100) ciyyaes.

B mpocnektusHoit rpynne stuonorus HBII Obina ycranosnena B 86,2% (44/51) cnyuaeB. Ananus
CTPYKTYpbI IPUYHH IOKa3aj, 4To HauboJjee YacTble MPUYMHBI, puBoasdnMe K pazsutuio HBIT Obuim:
XpOMOCOMHBIE aHoManuu - 17,6% (9/51), wndexmun - 27,4% (14/51), cepmedHo-cocyaucThie
natonoruu - 13,7% (7/51). 51). 13,7% (7/51) HBII oka3zanuce nanonaTH4eCKUMHU.
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Ha cnemyromem osrtame [gaHHBIE HAmIero MCCIEAOBAaHHUS OBUTM COIMOCTaBICHBI C JIaHHBIMHU
KPYITHOMACIITAOHBIX 3apyOEKHBIX HccieqoBaHui. [Ipu 3TOM OBLIO YCTAHOBIEHO, YTO CTPYKTypa
NPUYMH HEMMMYHHOH BOJASHKH IUIO/IA, BBISBJICHHAs B HAalleM HCCIEAOBAaHHM, COMOCTaBUMa C
JTaHHBIMH 3apyOeKHBIX aBTOPOB M UMEET aHAIOTHYHYIO TeHJCeHIM0. Hanbonee pacipocTpaHeHHBIMU
XPOMOCOMHBIMU aHOMayusiMu ObutH Tpucomuu 21 (66,6% (6/9). Tpucomus 9 obnapyxena y 11,1%
(1/9), cungpom XXV y 11,1% (1/9), mukponymiukamnusi JUIMHHOTO mieda Xxpomocombl 13 y 11,1%
(1/9). Bo Bcex ciydasx aHEyIUIOWIus BBISIBJICHA B aHTeHaTanbHOM niepuoze - 100% (9/9). B 2% (1/51)
CIIy4aeB METOJIOM TIOJITHOTEHOMHOTO CEKBCHHUPOBAHMS B TOCICPOJOBOM IEPHOC BBISBICHO T'€HHOE
3aboseBanue, cuerieHHoe ¢ 11-X xpomocomoii - cunnpom Aapckora-Ckorra.

Cpenu maToJIorHid CepAeYHO-COCYUCTON CUCTEMbl Han0oJIee YaCThIMU MPUYNHAMH, TIPUBOJISIIIUMHU K
HBII, 6pumi Hapymenus putMma cepana - 71,4% (5/7), uz aux Opaauaputmus HaOmroaanacs B 14,2%
(1/7) cnyuaeB u Ttaxuwaputmuss B 57,1% ciyuaeB. CTpyKTypHas NaTOJOTHS Cepaia IMpHBela K
HEMMMYHHOH BOJIsSTHKE 1102 B 28,5% (2/7) cimyuaes.

Nudekunonnbie areHTs BoisiBiieHb B 27,4% (14/51) npuunn HBIT: LIMB - 14,2% (2/14), SARS-CoV-
2 - 35,7% (5/14), mapsosupyc B19 - 7,1% (1/14), Bupyc mpocroro repmeca — 28,5% (4/14) u
coueranubie nHpeknuu — 14,2% (2/14).

CTpyKTypHBIE TOPOKH pa3BUTHA TuTona sBuiauchk npuurHoit HBIT B 17,6% (9/51) ciydaeB - Gompmas
UX 4acTh ObLIa OTHECEHA K CHHApOMalIbHOM maronoruu - 33,3% (3/9).

[Io cpaBHeHHIO C JOpyrMMM KareropusMu NpHuuH panHee mpossieHue HBII passuBanoce npu
XpOMOCOMHBIX aHoManusax. Camblii paHHMI CpOK OepeMeHHOCTH, mposBistomuiics HBIIL,
COOTBETCTBOBAJ XPOMOCOMHBIM aHoMaimusiMm - 13,4 wex. (12; 15), camblii no3gHuil cpok
OepeMEHHOCTH, MPOSBISIONINICS MATOIOTHEH JKeTYJOYHO-KUIIIEYHOro TpakTa, - 30,5 Hexa. (29; 32) u
cTay cratuctuuecku 3HauumMbiM (p<0,001).

W3 42 >xeHIIMH C NpPOJIOHTUPOBAHHOM OepeMeHHOCThIO ¥ 57,1% (24/42) poawiuch KUBBIE JETH, HO
WHTpaHaTajdbHas THOENb T10/1a ipou3onuia B 16,6% (4/24) cinydaes, a HEeOHaTaJIbHasi CMEPTHOCTh — B
25% (6/24): panHssi HeEOHaTaldbHas CMEPTHOCTh Habmogamace y 16,6% (4/24) u mno3nHas
HeOoHaTalbHast cMepTHOCTh y 8,3% (2/24) (Tabmuma 1). V 33,3% (14/42) w3 42 XeHIMH C
IIPOJIOHTUPOBAHHON OEPEeMEHHOCTBIO POJMIINCH JKMBbIe JeTH. Haumydias BBDKMBA€MOCTh OTMEYEHa
npu uHpeKusx - 50% (7/14) u B kaTeropuu cepleuHo-COCYAUCTHIX aronorui - 28,5% (4/14).

Mertobl eueHus, IPOBEJCHHbIE Y JKEHIINH 1-11 (OCHOBHOI) rpymmbl, ObUIH CIENYIOIMMU: Hanboee
MPUMEHSEMBIM METOJOM JICUEHHUsI ObUIO ATHOMATOTEHETHYECKOE KOHCepBaTHBHOE Jjedenue (85%),
BKJIIOYAIOIIe€ MMMYHOIJIOOYJIMHOBYIO TEpaIuio, aHTMAPUTMUYECKOE JIeYeHHUE, TPOTHUBOBUPYCHOE U
aHTHOAKTepualIbHOE JICUCHHE.

CumnromaTtnueckue (eTanbHble XUpyprudeckue Metonabl (55%) NpUMEHSUTUCh KaK JOMOJHEHHE K
JEUEHUIO B CIyYasx, KOIJa OJTHOMATOTEHETHYECKOe JieueHHEe OBUIO HEBO3MOXKHBIM — WIIH
HEd(PPEKTUBHBIM.

B 1-i1 rpynne amuuopenykunuio npuMmeHsiin B 45% (9/20) ciyuaeB, nmamapoueHte3 B 25% (5/20)
cimydaeB, TopakorieHTe3 B 10% (2/20) ciydaes, cenrotomuto B 5% (1/20) cinyyaeB, KOHCEpBaTHBHOE
neuenue B 85% (17/20) cmyuaes.

Ms1 ncnionb3oBany npenapar AUTOKCHH JUIsl TPAHCIUIALIEHTAPHOTO aHTHAPUTMHYECKOTO JICUEHHS U
TPAHCIUIALEHTAPHOW KapAMOTOHUYECKON Tepanuu CEepACYHOM HEIOCTATOYHOCTH ILIoAa. B Hamem
uccienoBaHuu (eraiabHble TaXUApUTMUU ObUIM OOHapyxeHbl B 4 ciydasx. Y 11 manueHtok amns
KYIAPOBaHUs CHUMIITOMOB CEpPACYHONW HEIOCTATOYHOCTH IUIOJAA NMPUMEHSIIA CEPACUHbBIC TNIMKO3UIBI.
Bo Bcex cnydasx ¢etanbHON TaXUapUTMHH JIEYEHUE TUTOKCUHOM ObLIO YCIIEIIHO 3aBEPILIEHO, B CBSI3U
C 4eM He ObLIO He0OXOAMMOCTH B IPUMEHEHUHU JPYroi rpynmbl aHTHAPUTMUYECKUX Mpenaparos. B 3
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u3 11 cnyudaes (27,3%) ¢ cepaedHOil HEAOCTATOUHOCTHIO IUI0AA, HECMOTPSI Ha IPOBOAMMOE JICUEHHE,
MMeJla MeCTO aHTEHaTalbHasl, MHTPaHATaJIbHAS M NO3JHSI HeOHAaTaIbHAs THOETb IUI0/1a.

bepemennble 2-ii rpynmbl OTKa3ajduChb OT AaKTUBHOM TAaKTUKH, T.€. OT IIEPEIOBBIX METOAOB
IMAarHOCTUKM W JIEYeHHWs HEMMMYHHBIX BOJSHOK Iutofa. HaGmronamace JAMHaMUKa TEUYeHHUs
0epeMEHHOCTH y ATHUX KCHIIMH M aHAJTU3UPOBAIMCH UCXOJABI POAOB. B psne ciydaeB MpHXOIUIOCH
IIPOBOAMTH MCCIEAOBAHUSA B IIOCIEPOAOBOM MEPUOAE IJIA IOUCKA dTUOJIOTMH HEHMMMYHHON BOJSHKHU
10/a.

Tenepb 03HAKOMHUMCS C PE3YJIbTaTOM HCXOZOB OEpPEMEHHOCTH B Ipymie 1, moiayduBILeid JedeHue
(ocHOBHas1), ¥ TpyIIIe 2, OTKA3aBILIEICS OT JIEYEHUs (CPaBHEHMUE).

B cpoke 32-36 Henmenp BCTpeuaeMOCTh pOIOB B 1-if rpymie HaOmoaanack 6odblie, yeM Bo 2-i - 30%
(6/20) u 22,7% (5/22) cootBercTBeHHO. Pospl B cpok 37-41 Hen cocraBumu 45% (9/20) B 1-i rpymme,
TOTJa KaK BO 2-¥ TpyIie CpouHbIe poabl Boooiie He Habmoaanuck (p<0,001).

AHTeHaTaJlbHas THOEh IUI0/1a Jamle Habaroqanack Bo 2-i rpymme o cpaBHeHuto ¢ 1-i (p<0,001), a
MHTpaHaTajbHasi THOENb IUIO/Ia 4Yalle BeTpeyanach B 1-i rpynme. BepkuBaemocts cocraBuia 70%
(14/20) B 1-i1 rpymme 1 HA OJHOTO BBDKHUBIEro Bo 2-i rpynme (p<0,001).

[lepuHaTanbHBIE UCXOJII CPABHUBAIM MEXKIY PETPOCIICKTHBHOMN TPYIIION U MPOCIICKTHUBHOM TPYIIIOH,
MIPUMECHSIBIICH aKTHUBHYIO TAKTHUKY, BBDKHBAaeMOCTh cocTaBmia 3% (3/100) B peTpOCIIEKTUBHOM TpyIIIie
u 70% (14/20) B npocnektuBHo# rpymme (p<0,001).

BeiBoabl. CornmacHo pa3paboOTaHHOMY QJITOPUTMY, B TPYNIE C aKTHBHON TAKTHKOW HPUMEHSIICS
Qg QepeHIIMPOBaHHBIA MOAX0A K BHYTPUYTPOOHBIM METOJaM JieueHus: (eTajbHasi KOHCEpPBATUBHAsS
Tepamnus - B 85% ciydaeB, MaJIONHBAa3UBHBIE ()eTaJIbHBIC ONIEPATUBHBIC BMEIIATEIHCTBA BHIMIOJIHEHBI B
55% ciydaeB. B rpynne ¢ akTUBHOM TaKTHKOW BBDKHMBAEMOCTb cocTaBmiia 70%, JIydmiue rnokasareiau
BBDKMBAEMOCTH ObutH Tpu WHOeKusax - 50% (7/14) u cepaedHO-COCyIUCTBIX maroyorusix - 28,5%
(4/14). BuyTpunyTpoOHOE JeueHre yayUYIniIo MepuHATAIbHBIE HCXOIBI.
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