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AYTOVNMMYHHbIE SABEONEBAHUS NEYHEHW N BEPEMEHHOCTb:
NHDOPMAUWMS AN NPAKTUHECKOINO BPAHA

E.IO. EpemMinHa, M50V BMNO «MopAOBCKIi FOCYASPCTBEHHLIN YHBEPCUTET, . CapaHCK

neYeHn y BepemeHHbIX.

I(:yTOMMMyHHbIM 3aboneBaHnaM nedenHr (AM3MM) oTHocATCs
YTOUMMYHHbIA renatit (AWM, nepBuyHbI BUNMAPHBIN
LyppPo3 (MBLL), nepBryHbIN cKneposmpyoLLmn xonaHruT (MCX),
Heknaccupuumpyemble (atunudHbie) AM3M: ayTOUMMYHHbIN
xonaHrnT (AVX), KpUNTOreHHbIN (MOMONATUYECKMI, CepoHera-
TMBHbIN) renatmT 1 UMppPo3, nepekpecTHble CUHAPOMbL: AT/
MBLL, AWT/NCX, AUT/AWX, AT /BupycHbin renatut (C, B,
B+C), MBLL/BrpycHbin renatut (C, B, B+C) n ap. [1]. Mokasatenn
pacnpocTpaHeHHoCTM 1 3abonesaemocti AM3IM HeyKnoHHO
PacTyT [2], B T. 4. B CBA3M C MOBbILIEHNEM Ka4eCTBa AMArHOCTVIKM,
a PErncTPUPYIOTCA OHM B OCHOBHOM Y XKEHLLMH PENPOAYKTVBHO-
ro Bo3pacTa. o gaHHbIM D.C. Wolf, U.V. Raghuraman [3], 3a60-
nesaemoctb AM3IM Ha 100 000 HaceneHws B EBpone coctasnset
ons NbL, — 25-40 cnyyaes B8 rog, AU — 2,2-17 cny4aes B rog,
[1CX = 1-6 cnyyaes B rog. AUT BcTpedaetca y 11-23% naumen-
TOB C XPOHUYECKMMI 3a005IeBaHNSMI NEYEHW 1 ABIISETCH NpU-
YUHOW, Kak MUHUMYM, 2% BCex CJTy4aeB LMppo3a neyeHn [4].
KnuHmnyeckas cumntomatvika AWM3I YpesBblHaMHO pasHo-
obpazHa. OHa MOXET AnuTelbHoe BPeMsi MpoTekaThb NaTeHTHO
NPV HaNMHMN YMEPEHHO BbIPaXkeHHbIX TPaH3UTOPHbIX nabopa-
TOPHbIX M3MEHEHWI, MANIOCUMMTOMHO, C eAUHUYHBIMN CUMMATO-
MaMK, He BIMSIOLLMY 3HAYUTENBbHO Ha COCTOsIHME BOMbHBIX,
XapaKTepr30BaTbCA CYMMTOMOKOMMIEKCOM OCTPOro renatvta,
LMpPO3a NeveHV UM MaHNheCTMPOBaTb OCIIOXKHEHVSIMI B Tep-
MWHanNbHOW cTaammn 3abonesaHus [5]. AV3I Hy>XaatoTCs B MHO-
rosTanHon anddepeHLmanbHON OMArHOCTUKE C BUPYCHBIMM
renatMTamu, Metabonuyeckor natonorvent (ankoronbHbIM Un
HEeanKorosbHbIM CTeaTo30M, CTeaTorenaTMToM), NopPaXkeHUsIMM
MeYeHn NpM MCTHBIX MHBa3MsX (ONMCTopxo3 1 Ap.), bonesHbio
BunbcoHa—KoHoBanoBa 1 reMoxpomMaTo3oM, PakoM MeveHn v
XONaHMMOKaPLMHOMOW, @ TakXKe C NeKapCTBEHHbIMM NMOPaXKeHN-
MU MeqeHN [6]. DTUM 0DbACHSETCS 3HaYMTENbHBIV 00beM Ana-
FHOCTUYECKMX UCCNefoBaHWI, Ha3Ha4aeMbli NOAOOHbBIM NaLm-
eHTam. OH BKJtoHaeT B cebsi 0OLLMIN aHanm3 KpoBU, MCCefoBa-
HMe CbIBOPOTOYHOTO BunmnpybKrHa 1 ero pakLLin, Xxonectepu-
Ha, obLLero Gerka 1 benkoBbix bpakumi, ACT, AJIT, LLLO, T,
IgA, M, G, UMK, CPB, koarynorpammel, peBMaTongHOro akTo-
pa, LE-kneTok, cepomapkepoB BUpYycHbIX renatntos B, C, I, G,
TT, UMB-1HdeKLMM, MOYEBOW KMCIIOTbI, ChIBOPOTOYHOIO Xene-
3a, OXCC, epputHa, TpaHCdeppuHa, LepynoniasMuHa,
Me[/ B KPOBW 1 B CYTOHHOW MO4eE, CbIBOPOTOHHbIX OHKOMapKe-
poB (oi-cheTonpotenH, CA 19-9, KSA) 1 ceponoryeckmnx Mapke-
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[peACTaBAeHbl COBPeMeHHbIe AgHHLIe O HavboAee HaCTO BCTPEH3IOLLIXCS 8YTOUMMYHHLIX 3300AeBaHNSIX
neYyeHn, MeTOAaX X AUBIHOCTVKW 1 AeHeHns. Ocoboe BHYMaHVIe YAeAeHO a8y TOVMMYHHBIM 338D0AeBaHSIM
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The article gives up-to-date information about the most frequent autoimmune liver diseases, diagnostics

methods and treatment. The special attention is given to the autoimmune liver disease during pregnancy.
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poB A3M. K nocnegHVM OTHOCATCA ayTOaHTUTENa K KIIETOYHbIM
N CyOKIETOYHBIM CTPYKTYpaM, M3 KOTOpbIX Hambonee 4vacTo
MCMOMb3YIOTCA B KIIVHNYECKOW MpakTVKe aHTUHyKJ1eapHble
(ANA) n aHTMUTOXOHAPMANbHBIE (AMA) aHTUTena, aHTUTena K
nupysataekapbokcunasHomy Komnnekcy (AMA-M2), k rnag-
KM MbilEYHbIM KieTkaM (SMA), K MUKPOCOMaM NedeHn nim
no4ek 1-ro Tna (LKMT1), K pacTBOPrMOMY MeYeHOYHOMY aHTU-
reHy (SLA), K ne4eHo4Ho-MaHKpeaTieckoMy aHTureHy (LP), k
uuTonnasme Hentpodunos (ANCA) [7].

CKpUHWHE Ha AW3IT gomkeH NPOBOAUTLCH MPU HanMymm
BMEPBbIe BbISBMEHHbIX NMPU3HAKOB NMOPaXXeHWs NeHeHr, 0CobeH-
HO, eC/I OHWM COYeTaloTCA C aHeMuen 1 Ap. LUTONeHUAMMU,
rMnep-y-rnodynuHemMmen, ayTouMMyHHbIMK 3aboneBaHKsMY,
HaCNeACTBEHHOCTbIO MO ayTOMMMYHHOW NaToNorvin; Npu Hemo-
TMBMPOBaAHHOM TMoBblIlleHnn AT, ACT, WD n 6unmpybuHa
HE3aBMCMMO OT BbIPaXKEHHOCTU WM3MEHEHWN; MpY COHeTaHUM
renarocrnfeHoMeranum C nabunbHOCTbIO Pa3MepoB MeyeHu U
ceneseHKM; Han4Mm apTPanrim, KOXHOro 3yaa, rmnepnurMmen-
TaLWM KOXM, CMHAPOMa LLlerpeHa v apyrx accoummpoBaHHbIX
¢ AM3T1 coctosiHWN.

NHVUmMmMpoBaTb MMYHOMATONIOrM4eCcK e NPOLECChl B NeYeHN
CNoCcOOHbI MHOTVe (hakTopbl, HO Hallle BCEro BUPYChI renaTtnton
A, B, C, kopb, hakTopbl OKpy>atollen cpefbl, M30bIToYHas
nHconsums (B T. Y. Consipum), nekapcTBeHHble cpeacTea (Yatle
BCEro ropMOHasIbHble KOHTPaLenTMBbI, ANKIOMEHaK, KETOKOHA-
30/1, HeKOTOpble PochonMNMOCoaepPKaLLme renatonpoTekTopPbI,
nHTepdepoHbl 1 ap.) [3,8,9]. ObCyXOaeTcst BEPOATHOCTb reHe-
TU4eCKOW BOCApUUMHYMBOCTL K AM3M, cBA3aHHOW C annensmm
C4AQ0 u c HLA rannotnnos B8, B14, DR3, DR4, DWS3.
YcTraHoBNeHo, Hanpumep, 4YTo reH C4A cBsizaH € passutem AT
y 6onee monofpix nauyeHToB, HLA DR3-nonoxumTensHble naum-
eHTbl boriee NMoaBep>KeHbl PaHHEMY U arpeCcCMBHOMY TEHEHMIO
3ab0oneBaHNs C MeHbLLIE HyBCTBUTENBHOCTbIO K MeAMKAMEHTO3-
Hon Tepanun, HLA DR4-nonoxutenbHble nauneHTsl Gonee
CKMOHHbI K BHEMEYeHOYHbIM NposiBreHnaM 6onesHu [3,10].

B uenom psage anydaes A3My XXeHLLMH BrepBble AMarHoCTy-
pyetcs B CBA3M C  OepemMeHHoCTblo.  [lprKasom
MwurHzgpascoupa3smtmua PO ot 2007 1. [11] yTBep>xaeH nepedeHb
MeOMUMHCKMX MOKa3aHWA Ons MNCKYCCTBEHHOIO MpepbiBaHys
BepeMeHHOCTW, K 4mcy KoTopbix AM3M (3a uckniodeHnem
TAKENbIX OCNIOXHEHMI LMPPO3a MeYeHn) He OTHOCATCS, a 3Ha-
YT, BPady NPUOETCA peLlaTb NHAMBUOYaNbHO MHOMME CIIOXHbIe
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BOMPOChI, CBA3aHHblE C BO3MOXHOCTbIO MPOSIOHIMPOBAHMA
OepeMeHHOCTM 1 ee BeAeHWeM, PodaMun 1 MOCNepOLOBbIM
NepPMOAOM Y Takmx naumeHToK. CnegyeT NprsHaTh, YTO MHMOP-
MaLMs O PasBUTUM K TedeHUn OepemeHHocT npu AW3M, a
Takke 00 WX B3aVMHOM BAMSIHUM KpanHe ckyaHas. OObl4HO
NpVBOAATCA AaHHble 0 ToM, YTo AV3IT conpoBOXAAIOTCA ABMe-
HUAMM TMMOrOHaAM3Ma, CNeCTBMEM Hero ABAAETCA OTCYTCTBME
OBYNIALM, aMeHopest 1 PeAKoe BO3HUKHOBEHVE DepeMeHHOCTH.
TemM He MeHee, Ha MpPakTUKe HapyLleHwe PenpomyKTUBHOM
(DYHKLMM Y TakiX NALLEHTOK BCTPEYAETCA KParHe Pefko, Mo3To-
MY Ha paHHKX cTaamax A3I GepemMeHHOCTb BO3MOXHA, U OHa
BO3HMKaeT Yallle, YeM Ha MO3OHWX CTaamsx. Bo3HMKHOBEHME 1
CoXpaHeHue bepeMeHHOCTI Y XeHLmH ¢ A3 obycnosneHo
€CTeCTBEHHbBIMY UMMYHOCYNPECCUBHBIMY MeXaH13MaMu, obe-
crneyvBalolLMMM B OOMbLWIMHCTBE CJlydaeB OnarornonyyHoe
3aBeplueHne bepemeHHocTw [12, 13]. Pa3BuTMe 1 coxpaHeHe
OepeMeHHOCTV BO3MOXHO elLle 1 Gnarofapst afekBaTHO NPoBo-
JOVIMOW Tepanin, NMO3BONSIOLLEN XeHLLMHe MaHMpoBaTh bepe-
MEHHOCTb Ha NepVIo, PEMUCCUN.

AWl B HacToALLlee BpeMd OMpefenifeTca Kak He paspeLuato-
LUMIACA, NPEUMYLLECTBEHHO MepunopTabHbIV renatmT, nporte-
KaloLWWiA C runep-y-rnobynnHeMmen, TKaHeBbIMU ayToaHTUTe-
namMm 1 NoaaoWNNCS  MMMYHOCYNPECCUBHOW  Tepanuu.
Boigensiot 2 Tna AT [14]. AVT 1-ro Tvna (ero npexHwie Ha3ga-
HUS «IONOMAHBIV FenaTuT», «ayTOMMMYHHBIN XPOHUYECKUN
aKTUBHbIM renaTunT») acCoLMMPYeTCs C BbICOKMM TUTpaM ANA
n SMA. AU 2-ro TMna xapakTepu3yeTcs HanmMyMeM aHTUTen
LKM-I, HanpaBneHHbIx NpoTVB LmToxpoma P-450 11DG; Ha4mHa-
eTca Yalle B AEeTCKOM BO3pacte, MpPOTeKaeT OCTPo, C MHOXe-
CTBOM BHeMe4YeHO4HbIX MPOSIBNEHNIA; NPOrpeccupyeT B LPPO3
ObicTpee, YeM renatvT 1-ro Tmna (B TedeHme 3 NeT COOTBETCTBEH-
HO Y 82 11 43% GOMbHbIX).

KnuHudeckme Bapvantel AT [3]: 1. ManocuMnTOMHbI 1n
0eccMMNTOMHbIN, KOrda Cy4aliHO BbISBASETCA MOBbILEHME
AJTT, ACT. 2. OcTpoe Hayano 0onesHn C TAXeNbIM TedeHneM
BMOTb IO Pa3BUTUA (PYNbMVHAHTHOM MeYeHOYHOM HeOCTaTou -
HocT (OCODEHHO TSXKENbIA MPOrHO3 Y MaLUMEHTOB C OCTPbIM
Hayvanom Bone3HNM Mo TUMY OCTPOro BUPYCHOMO renatmTa ¢ npu-
3HaKaMu xonecTtasa, acLLlMTOM, MOBTOPHbLIMM 3MM304aMV OCTPOM
nedeHoYHOM 3HUedanonatn). 3. AU ¢ AOMUHMPYIOLLIMMI BHE-
neYeHO4HbIMY NPoABAEHNAMK (apTpanruu, Nrxopaaka, nomm-
MWO3UT, NMdafeHoNaTHs, MHEBMOHWT, MNEBPUT, NEPUKAPANT,
MU1OKapaUT, GrOPO3MPYIOLLIAA aNlbBEONUT, FOMepYSIoHedpUT,
reMosIUTUYecKast aHemusi, TPOMOOUMTONEHWS, Y3/10Bas dpuTe-
Ma, «Macku» CUCTEMHOW KpacHOW BOMYaHKW, PeBMAaTOMOHOMO
apTpuTa, BackynmToB, ayTOMMMYHHOrO TMpeouauTa 1 ap.) [15].

Yaue Bcero AUT gebotnpyeT HecneumdnyecknmMmn cUMnToMa-
MU — CnabocTblo, YTOMMISIEMOCTbIO, aHOPEKCMEN, CHUXKEHNEM
paboTOCNOCOBHOCTY, MUANTUSIMUA U apTPanrsIMK1, MOBbILLEHVEM
TemnepaTypbl 40 cybhebpunbHbIX Ldp, AMCKOMGBOPTOM B BEpX-
HEN YaCTW XXMBOTA, YMEPEHHOW XXENTYLIHOCTbIO KOXWN U CKnep,
KO>HbIM 3y1OM. B OTn4Me OT BUPYCHOTO renatuta, 3abonesaHme
nporpeccupyeT, 1 B TedeHre 1-6 Mec. NossastoTcs npusHakmu AT,
PasBepHyTas knnHrka AT XxapakTepusyeTcs acTeHNYeCKUM CUH-
[POMOM, JIMXOPALKOM, MPOrPeCcCUPYIOLLEN XENTYXOoW, renarto-
CrneHOMeranven, apTpanruaMm, MUANTUAMK, TKeCTbIo B Npa-
BOM Noapedepbe, reMopparnieckon Chinbio, He cHe3atoLLen Npu
HaZlaBNMBaHWM ¥ OCTaBAsIOLLEN Nocse cebst kopuyHeBaTo-Oypyio
NUIMEHTALMIO, BOMYAHOYHOW MM Y3/10BaTOM 3PUTEMOM, O4aro-
BOW CKepofiepMumen, «COCYAMCTbIMM 3BE3L0HKAMMY.
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OCHOBHbIMW farHocTudecknmu kputepsamun AUT [16—18] ssna-
toTCs noBbileHme yposHs AJIT, ACT, TTTT, IgG B cbiBOpOTKE
KpOBU, runep-y-rnobynuHemus, ysenundeHve COD, AaHHble
MYHKLMOHHOWM BUOMNCUM NeYeHM, BbICOKNIA TUTP CEPOSTOTMYECKIX
mapkepos AU (ANA, SMA 1 LKM-1 (B TuTpax He MeHee 1:80 y
B3pOUbIX 1 1:20 y fieTe, XOTS TUTP aHTUTEN MOXET KomnebaTbCs,
a MHorAa oHK BOOOLLE 1CHe3aloT, 0CODEHHO BO BpeMst NiedeHus
rKQC).

BepeMeHHOCTb Yy naumeHTok ¢ AUTT, 0coBEHHO NPK HEBLICOKOM
aKTVIBHOCTM NpoLlecca, BCTPeYaeTCs Hepedko, T. K. 3TMM 3aborne-
BaHMeEM CTPafaloT MPEeVMYLLECTBEHHO >KEHLLUMHbI MOJI0O0ro
Bo3pacTa (70-80% 6GonbHbIX AU COCTaBASIOT XKeHLLMHbI [3]).
AmeHopeelt 1 becnnoamemM 0bbIHHO COMPOBOXIAETCA BblCOKas
aKTVMBHOCTb MeYeHO4YHOro npoLiecca. OfHaKo 1 OHa He NCKIToYa-
€T Pa3BUTUS Y XKEHLLMHBI OepeMEHHOCTH, NMOCKOSbKY NleYeHe
KC n30nmpoBaHHO MV B COYETaHMM C a3aTUOMNPVIHOM MPUBO-
OUT K peMuccun 3aboneBaHns, NoaaepKMBaeMOn HU3KMMMU,
penKko — CPedaHVMM [03aMV MPenapaToB, Ha (DOHe KOTOPOW
PEMNPOAYKTMBHAA (PYHKLUMSA Y >KEHLLMH BOCCTaHaBMMBAETCA.
S dekTBHaAnA Tepanus NPUBOANT K 3HAYUTENBHOMY YBENMYe-
HUIO BbIKMBaeMOoCT 6onbHbIx AUT faxe Ha cTagum LUMppo3a
neyeHr, NO3TOMY NauMeHTKI CNOCOBHbI MeTb OepemMeHHOCTb 1
poabl (HepedKo MOBTOPHbLIE) Ha MPOTSXEeHWM 3aboneBaHus, B
T. Y. MoCs1e NepeHeceHHoM TpaHCNnaHTaLmm nedenn [7, 19, 20].

TeueHre GepeMeHHOCTU Y BonbHbIX AT 1 BINSIHWE DepemeH-
HOCTU Ha TeyeHMe 3aboneBaHNs XxapakTepuayeTcs HeoaHO3HaY-
HO. BomnbLUMHCTBO MccnenoBaTtenen [5, 13] cuutaloT, YTo Bepe-
MEHHOCTb Y naumeHTok ¢ AV Ha (hoHe pemmnccin, noaaepXxu-
Baemown [KC, B T. 4. Ha CTaAum KOMMEHCMPOBAHHOIO LMpPPo3a
neyeHn, 6e3 NpU3HaKoB MOPTaNbHOW rMNepPTeH3NK, He Npef-
cTaBnseT 6OMbLLOro PUCKa A4S XeHLLWHbI U nnofda. ObocTpeHui
3aboneBaHnst BO Bpemsi GepeMeHHOCTM, KakK MpaBuiio, He
Habniofaetcs, nabopaTopHble MokasaTenu yay4yLlaloTcs, BO3-
BpalLascb Nocne PoLoB K YPOBHIO, OTMeYaBLleMycs o bepe-
MeHHOCTK [13]. BMecTe ¢ TeM, onmcaHbl Ciy4an 3HAYUTENBHOrO
yXy[OLEeHNs COCTOsHWS OepemMeHHon, Tpebytolme yBennmyeHus
003bl [KC. OfHaKo KOHTPOSIMPOBaHHbIE NCCIENOBaHWS He Npo-
BOOMIINCh, U He ICHO, C YeM ObINo CBA3aHO yXy/LLEeHe COCTos -
HUs. Tpn BblcoKoW akTMBHOCTUM AU, He koppuripyemon TKC,
COCTOsIHME DepeMEHHON MOXET yXyALIaTbCsl, BO3MOXHO Pa3Bu-
TVIe MeYeHOYHOW HeAO0CTaTOYHOCTM, recto3a, OTC/IOMKM HOp-
MasnbHO PaCMONOXEHHOW NNaLeHTbl, KPOBOTEYEHMI B MOC/Ied0-
BOM U MOCSIEPOAOBOM Mepurofe. bepemMeHHble XeHLWHbI C
AWN3T nmeloT bonee BbICOKUM PUCK MPEe3KIaMMcum, nnaLeHTap-
HOW HeOCTaTOYHOCTV U BbIKMAbILLEN. [1aTonorms nnoaa MoxeT
BbIpakaTbCsl B MPK3HaKaX BHYTPUYTPOOHOM rMNoKCMM, M1noTpo-
PUK 1 HEOOHOLIEHHOCTM BCIEACTBME MaLeHTapHOW HeQoCTa-
TO4HOCTW. eprHaTanbHas CMEPTHOCTb MOXKET LOCTUMATb B 3TUX
canyyasx 64,5% [3, 13]. Mo gaHHbIM L. Candia et al. [20], ocHo-
BaHHbIM Ha HabnodeHWsx 3a 97 GepeMeHHbIMK ¢ AUT, y 47 13
HMX OTMeYanocb 0bocTpeHue B nepurof bepemMeHHocTH, y 5 —
KIMHUYecKoe ynydlleHue 1y 45 — ctabunmsaums 3abonesaHus.
MaTepuHckas CMepTHOCTb 3aperMcTpypoBaHa B 2 ciyvasx, a
neprHaTanbHas CMepTHOCTb B 4%.

BeposTHocTb 0bocTpeHuns AUT cyliecTByeT B NepBoVi MONOBM-
He GepeMeHHOCTV U ke B BrivikaiiLLeM NocriepoaoBOM MNepu-
ofie (y 52% naupeHTok ) [21, 22]. ObocTpeHme Bo BpeMs bepe-
MEHHOCTN 0DbIYHO ObIBAET CBA3AHO C HEpPaCno3HaHHbIM [0 ee
Pa3BUTUA aKTVBHbBIM NeYeHOYHbIM MPOLECCOM, OAHAKO U B 3TOM
CNly4ae BO BTOPOW MONOBMHE HGepeMeHHOCTU akTUBHOCTL AT,
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KaK MpaBumo, CHUXXaEeTCA, YTO No3BoNseT CHM3MTL fo3y MKC oo
MWHUManbHO 3chdekTBHOM. HopmanbHoe 3aBeplieHe bepe-
MEHHOCTI OTMeYaeTcst Y BONbLUNHCTBA XXeHLWMH ¢ AUT. B Hallen
NPaKTNKE NMEETCS MO3UTUBHBIV OMNbIT HAONOAEHSA 33 7 KEeHLLIN-
Hamu ¢ AM3M Bo Bpemst BepemMeHHOCTH, B T. Y. T — nocne nepe-
HEeCeHHOW OPTOTOMMYECKOW TPAHCMIAHTaUMM NeYeHU.

bonbHaa C., 25 net. AnarHos: AT 1-ro Tmna, ManoCcMMnToM-
Hoe TeyeHwe, akT. 1-2-n cT. Habniogaerca B TedeHue 3 feT.
MepBble cMMNTOMbI (CNabocTb, TAKeCTb B NpaBoM nofpebepse)
nossmnncb B 2007 1. Ha hoHe NpYMEHEeHMs FOPMOHabHbIX KOH-
TpaLenTVBoB. [py 06cnenoBaH1K BbisBNeHo nosbitleHne COD,
ANT po 3N, ACT o 2N, rvnep-y-rnobynuHemus. bbin anarHo-
CTUPOBAH «J1eKaPCTBEHHbIN renatuT». Ha hoHe neveHns coctos-
HVe HEeCKOMbKO YNy4YLUNAOCh, OAHAKO aKTVBHOCTb TPaHCaMMHa3
He CHVKanach. B AnHaMuke ObIno BbISBIIEHO NMporpeccupytoLlee
nosbiweHvie ANA. B cas3m ¢ nogospervem Ha AW renatonpo-
TeKTOpb! OblN OTMeHeHb!, Ha3HayYeH NpefHK30noH 20 Mr/cyT.,
Ha OHe KOTOPOro COCTOsIHME BONBHOM 3aMETHO YITyYLUMIOCH U
aKTVMBHOCTb TPaHCaMMHa3 HopManm3oBanacb Ha 14- OeHb
nedeHus. Mocne 3Toro NpeaHM30omoH Obil NOCTENeHHO OTMeHeH
B TeyeHvie 3 MeC. B CBA3N C ManoCMMTOMHOCTbIO KIIHVIKA
OonbHou Obina NpoBeaeHa dKoNcMKM NedeHn, Ho pesynbTaT Obin
coMHUTENbHBIN (AWI?), ObINO PEKOMEHOOBAHO MOBTOPUTH
Guoncnio Mpy akTMBM3aUMK npolecca. [oBTopHas Guoncus
neveHu, NpoBeaeHHas Ha (POoHe 3-KPaTHOrO NOBbILLEHNS YPOBHA
TpaHcamnHa3z m pocta ANA, noateepavna auarHos AUT.
Mo3gHee, B CBA3M C HACTOMYMBBIM XXENaHWEM NaLLNEHTKM METb
pebeHka 1 oTMedaeMon B pesynbTate [KC-Tepanuun KIMHWUKO-
ONOXMMINHECKON PEMUCCM B TeHeHMe 3 Mec. nocsie oTMeHbl FTKC
ObINO MPUHATO PeLLeHNE O MPONIOHIMPOBaHMM Pa3BUBLLENCS
OepemeHHoCTU. Ha 12-11 Hepene GepeMeHHOCTV NaLmMeHTKY nNpo-
OMNepyrpoBanv B CBA3M C OCTPbIM (PNIErMOHO3HBIM anneHanLm-
TOM, B NMOCJIeonepaLioHHOM Nnepriode HasHaqanca Ledanocno-
pWH 3-ro nokosneHuns. Ha cpoke 18 Hegenb NpousoLlen BbiKu-
IblLL, 1OoCrIe Yero CocTosiHMe GoMbHOM BHOBb YXYALWMIOCh, yBe-
NHUNNCh Pa3Mepbl MeYeHN, akTBHOCTb TPaHCaMMHa3 BO3POC-
na B 3,5 pa3a. bbi HasHaveH npedH13omnoH B fose 30 Mr/cyTku
Ha 1 MecC. C nocIeAyOLLIM CHKEHMEM A03bl 40 NOAAePXKMBato-
wer (10 Mr), 0fHaKo B NPoLLecce AMHAMNYECKOro HabsoaeHms
OBaX bl MPVXOOMMNOCh BO3BPALLATECA K MPEALIeCTBYIOLLMM
bonee BbICOKMM [03aM. B 1TOore oTMeHWUTb NpefHU30NoH yaa-
nock NnLWb cnycTs 4 mec. MoBTopHas GepemMeHHOCTb HacTynuna
Ha choHe KIMHMKO-broxmmMmyeckon pemmccnm AT, npoTekana
0e3 OCNIOXKHEHMIN U 3aKOHYMNACh CBOEBPEMEHHBIMU POLAMM
MEeTOAOM KecapeBa ceveHust (Mo akyLepckmM nokasaHus) 340-
POBOro Masnbymka. Cnycra 3 Heflenu nodsie POAOB OTMeYanoch
NoBbILLEHVEe YpOBHS TpaHcammHas 4o 2,5 N 1 ANA. HasHaveH
NPenHW30SI0H 25 Mr/CyT., KOTOPbIV NOC/ e HOPMANV3aLLMN YPOB-
HS TpaHCaMWHa3 Obln MoCTeneHHo OTMeHeH cnycts 2 mec. OT
KOPMIIeHWs rpyablo C Hayana nedeHus Bbino pelleHo oTkasaTb-
cs. B HacTosilee Bpems HabmiofeHme 3a NauMeHTKON Npomon-
xaetcs. CocTosiHMe ee yAOBNETBOPUTENbHOE. PeOEHOK 3[0POB.

HebGnaronpusatHble Mcxodbl GepeMeHHOCTV Y MauMeHTOK C
AT HabnopaloTcs B 26% cnydaes, B T. Y. B 9% — cepbesHble
OCNOXHEHMS, KOTopble, Mo AaHHbIM C. Schramm et al. [22], acco-
LMMPOBaHbI C Hanmn4vem aHtuTen Kk SLA/LP. Yactota He ociox-
HEHHbIX POLOB CHMXXaeTcs Mo Mepe nporpeccupoBaHna AUT.
HaobopoT, YacToTa camMonpom3BONbLHOrO MpepbiBaHus Hepe-
MEHHOCTL 1 BHYTPUYTPOOHOW CMEpPTX MIofa YBENUYMBAETCS.
B 3tom cBa3n nmaumeHtkam AUI Ha CTaguv UMppOo3a MeyeHn
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LOMKHO ObITb MpeasioxeHo npepbiBaHne GepeMeHHOCTM Ha
paHHKX ee cpokax (10 12 Hef.), XOTs OHa MOXET ObiTb COXpaHe-
Ha NPV HACTOMYMBOM >KENaHWM XKEHLLHbI, €CTIN LIPPO3 NeYeHM
He COMPOBOXXAAETCS MPM3HakaMy AeKOMMEHCALLMN U BblpaXkeH-
HOW NOpTanbHOW rMNepTEH3MEN, CONPOBOXAAIOLLENCA BBICOKMM
PUCKOM XM3HEYrpoXaloLLero KpoBoTeHeH s (Yallle pa3BMBaeT-
¢ 8o Il vnu Havane |l TpuMecTpa GepemeHHOCTI). MaTepuHckas
CMEPTHOCTb B 3TNX cuTyaumsax goctmraet 50-90% [14]. Hacrota
Pa3BUTVIS KPOBOTEYEHUIA M3 BEH MULLEBOAA Y OepemeHHbIX,
CTpafaloLLyMX UMPPO30M fedeHn, coctaBnseT 19-27%, Ho abco-
NIOTHO NPOTUBOMOKa3aHa A1 bepeMeHHOCTV TonbKo Il cTeneHb
BapV1KO3HOIO paclUMpeHns BeH NULLEBOAA, B T. Y. C SPO3MBHO-
f3BeHHbIM 330daruTtom. Mpu | 1 |1 creneHn 6e3 seneHMiA 330da-
rTa BO3MOXHO COXpaHeHVe OepeMeHHOCTI, HO MauMeHTKU
HY>KAA0TCS B SHAOCKONMYECKOM KOHTPOSE Ha MPOTAXEHWM BCEW
BepeMeHHOCTU. MoCKONbKY Takol KOHTPOSb HepearneH B 0oJb-
LUMHCTBE POAOBCMOMOraTeflbHbIX YYPEXAeHUN, PUCK OT Mpo-
NOHIMpOoBaHNs GepeMeHHOCT NMPK HaNNYKM BAaPMKO3HOMO pac-
LUMPeHS BEH NULLIEBOAA Ype3Bbl4aliHO Benvik. Cnedyet yunThbI-
BaTb, 4TO BO Il TpMMecCTpe Aaxe y 300POBbIX XKEHLLUWH MOXET
Pa3BUTLCA NMPEXOAALLEE BAPMKO3HOE pacllmMpeHme BEeH MNLLEBO-
[la W XenyaKa Kak cneficTBue yBenudeHns obbema KpoBU.

MBL, — 3TO XpOHK4ecKoe xonectaTmyeckoe rpaHyneMaTo3Hoe
LeCTpYKTUMBHOE BOCManuTenbHoe 3abonieBaHMe MembYanvx
>KEMYHbIX MPOTOKOB, 0DYCIOBAIEHHOE ayTOMMMYHHbIMU peakLij-
AMW, MPUBOAALLEE K JJINTENIbHOMY XONecTasy v LMppo3y neveHu
[13]. MBL| yacTo coveTaeTcs C APYrMMIM ayTOUMMYHHBIMI 3a60-
NEBaHUAMM, SHOOKPUHHLIMM HapyLUeHVaMA (NonnrnaHaynsp-
Has HeAOCTaTOYHOCTb ), @ TakKe C 3PO3UBHO-A3BEHHBLIMI KPOBO-
TeYEHNAMM, KapLMHOMOW MeYeHn, OCTeONOopPO3OM W Ap.
3aboneBaHue B OOMbLUMHCTBE Cly4aeB Pa3BMBAETCH Y XKEHLLMH
nocnie 40 neT, oAHAKO BO3MOXHO U B Doriee paHHeM Bo3pacTe.
Y Monofbix >eHLmH 3aboneBaHvie MaHUpeCTUPYeT KOXHbIM
3yAoM, Kak npasuno, Bo lI=lll TpumecTpax GepemeHHOCTH,
0[HaKO PaCLEHMBAETCS Yalle BCEro Kak BHYTPUMEYeHOYHbIN
xornecra3 bepemMeHHbIx. JuarHocTuka MNbL, cTaHoBUTCH BO3MOX-
HOW 3Ha4MTENbHO NO34Hee, NPV NPOrPeccMpPOBaHUM CUMATOMA-
TVIKM, YTO HEPEOKO NMPOUCXOLMT NPY NOBTOPHbIX GePeMEHHOCTSX
WV NprieMe NnepopanbHbIX FOPMOHaNbHbIX KOHTPALENTUBOB.

Tunu4Has cumnToMaTka MNEL| BkntoyaeT B cebs BbipaskeHHyo
CnabocTb, KOXHbIW 3y[, XOnecTaTm4eckylo >KenTyxy, renaro-
cnneHoMeranuio, ©onn B KOCTAX M MbILILAX, rMnepnmrMeHTa-
LIMIO KOXKM, KCaHTenasMbl. Ha No3gHmX CTaamsax NprcoeamHaAIoT-
€A MeYyeHOYHad HEeQOCTAaTOYHOCTb, MOpTalibHas MMNepTeH3Us,
aCUMT 1 BapVIKO3HOE pacLLVipeHyie BeH NULLIEBOAA. XapaKTepHO
nosbiweHwe LD, [T, xonectepuHa, Xen4HbIx KNCNoT, bunm-
pyOVHa, CHMXXEeHMe NPOTPOMOMHOBOIO MHAEKCA, MnoKanbLme-
MUs (13-3a HapyLLIEHWS BCACbIBaHWS BUTaMMHa D), NoBblLLeHVe
IgM (B 75% cny4aeB), Tutpa AMA nnm AMA-M2 (B 95% cnyqa-
€B), KOTOPble YacTO KOPPENMPYIOT C akTUBHOCTbIO TBLL, MoryT
00OHapyXMBaTbCs Ha AOKIMHUYECKOW CTalM 1 HE MCHE3at0T Ha
npoTsxkeHWU Bcero nepuoga 6Gonesnun. Cnydam AMA-
HeraTBHOro MNBL| 0ObIYHO pacLieHMBAIOTCS KaK ayTOMMMYHHast
xonaHruonatus [23].

OnddepeHumanbHaa auarHoctmka [1bL, nposogutca ¢
OOCTPYKLMEN BHEMEYEHOUHbIX XKENYHbIX XOAOB; JEKapCTBEH-
HbIM xonectazoM (AMA OTCYTCTBYIOT, a OTMEeHa JleKapcTB Hallle
BCEro Np1BOAMT K 0DpaTHOMY Pa3BUTMIO NPOLLECCa); XONaHro-
KapupHomow; MCX n AUT; capkomao3oM; OUnMapHbIM LMPPO30M
npw Mykosucumpo3se. Passutme MNBL, y XeHLWH CTUMYypyioT
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3CTPOreHbl, KOTOpble BO BpeMsi OepeMeHHOCTN AOMNOMHUTENBHO
BblpabaTbiBalOTCA B heTonnaueHTapHOM Komriiekce. VIMeHHo
nostomy [MbL, 4acTto MaHUMEeCTUPYIOT KOXHbLIM 3yA0M MMEHHO
BO BpeMsi GepeMeHHOCTU.

[aHHble o BnuaHMK MBLL Ha TedeHre GepeMeHHOCTU HEeMHO-
FOYMCIIEHHBI U NPOTUBOPEYMBLI. B BONbLIMHCTBE paboT 3HauM-
TeflbHOe HapacTaHve xonectasa, obycnoBneHHoro [16L|, Bo
Bpemst bepeMeHHOCTH acCoUMMPYETCS C PUCKOM HeBbIHaLLIMBA-
HUA Moda U MePTBOPOXAEHNS; a (OYHKLIMOHASIbHOE COCTOAHME
neyeHv bepemeHHoOM yxyLaeTcs. CBoeBpeMeHHOe poaopaspe-
LLIEHVe Y TaKMX NaLMeHTOK Habntopaetcs Tonbko B 30% cryyaes
[13]. 16% naumeHTok ¢ MBL TpebyeTcs npepbiBaHvie GepemeH-
HOCTV MO MeANUMHCKMM NoKasaHnaM. C HaKonneHneM KimHm-
YeckMX AaHHbIX O BAMAHMK TBLL Ha BepemMeHHOCTb, a Takxke Mo
Mepe ynyyLIeHNs ANarHOCTVKM 3a00eBaHns Ha paHHUX CTagu-
X, Koraa yHKLMOHaNbHOEe COCTOAHME NMeYeHU eLLe CyLLLIeCTBEH-
HO He HapyLUeHO, a OCJTOXKHEHWA OTCYTCTBYIOT, MOABNAIOTCA AaH-
Hble O TOM, 4TO OepeMeHHOCTb pa3BMBAETCA M Grnaronony4YHo
3aBepuiaetcs y 80% >xeHwmH ¢ MBL, a camonpom3BOsbHbIe
BbIKMIBILW BCTPEHAIOTCH Wb Y 5% OepemeHHbIX. BnvsHue
OepemMeHHOCTY Ha TedeHwe MBL, 13yy4anocs Takxke B HEGOMbLLIOM
yumcne padort [13]. B npexHwue roapl NpeBanmpoBana Todka 3pe-
HWS1 O HEBNAronpUSTHOM BIIVSIHUM DepeMEHHOCTM Ha TeYeHVe
MBLL. JaHHble HekoTopbIx aBTOPOB [13] 1 cOOCTBEHHbIE Habmo-
JeHus 3a 3 bepemeHHbIMU ¢ MBLL cBUAETENbCTBYIOT O TOM, HTO Y
NauWeHTOK Ha paHHWX ctagmsx MBLL B Hayane GepemMeHHOCTM
OTMEYaeTCa KpPaTKOBPEMEHHOE MOBbILIEHVE CbIBOPOTOYHbIX
MapKepoB xonecrta3a W Me3eHXMMalbHO-BOCNaNUTeIbHOIO
c1HOpoMa. B panbHenwem Bce MokasaTenv HOpManv3yloTcs
Laxe 6e3 Kakoro-nmbo nedeHs, COXPaHAACh TakKMMM Ha NpPoTs-
KEHMN BCen BepeMeHHOCTU. VIMetoTcs AaHHble U O TOM, HTO
TeveHue BonesHN yXyaLaeTcs Ha NO3AHVX CTaamsx OepemeHHo-
CT [24] vnn, HaobopOoT, O NONOXMTENEHOM dcthchekTe bepemeH-
HOCTW Ha TeyeHwue MBLL [25]. BO3MOXHOCTb NocneaHero oobsc-
HSIOT ecTeCTBEeHHOW MMMYHOCYNpeccuer npn GepeMeHHoCTH,
m3ronornmyeCcky NpeaynpexaaloLLer OTTOpXXeHVe NNoaa U
OKasblBaloLLlen VMMMyHOMOAynmpytolwee dencrsie npwu TBLL.
HenocpenctBeHHO nocne pofoB NabopaTopHble nokasatenm
(DYHKUMOHANbHbIX HapyLUeHU nedeHn y naumeHTtok ¢ bl
MOIyT BO3pacTaTb, HO Ha MPOTAXEHVM HECKONbKMX Hedernb
MOCTeneHHO BO3BPALLIAIOTCA K ICXOAHOMY YPOBHIO, OTMe4aeMo-
My 10 BepeMeHHOCTM. NocnepofoBoe MoBbileHVe nabopatop-
HbIX NMOKa3aTenel He CBSA3aHO 0ObIYHO C Kakon-nnbo CMMMToMa-
Tnkow [7,24]. PopopaspelueHune y naumeHToK ¢ MBLL, Tak xe, kak
AUT, MOXeT OCyLLEeCTBASTLCA eCTeCTBEHHbIM NyTeM. JInLb npu
CyLWeCTBEHHOM  yXyALeHUn (dYHKLMOHANIbHOTO COCTOAHMNSA
NeyeHr BO BpeMs GepemMeHHOCT pofopa3peLleHiie NPOBOANT-
€Al C MOMOLLLbIO KecapeBa CeveHus.

MCX 00blMHO pa3BMBaETCs B MOMOAOM BO3pacTe, B T. Y. B
30-40% cy4aeB y XeHLWMH. OH XapaKTepu3yeTcs nporpeccm-
pytOLLMM PUOPO3VPYIOLLMM BOCTANIEHNEM BHE- 1 BHYTpUMEYe-
HOYHBIX >KeM4HbIX MPOTOKOB, MPUBOASALLM K OUNMapHOMY LMp-
po3y [13]. 3aboneBaHune B 70% Cly4aeB COHETAETCS C A3BEHHbIM
KonuToM, pexe — ¢ 6onesHbio KpoHa. OCHOBHbBIMY NpU3HaKaMu
MCX aBNAIOTCA 3y4, XXeNTyxa, ABeHUsA XONaHruTa, BblpaxkeHHas
CnabocTb 1 ObICTpast YTOMASEMOCTb. B OOMbLUMHCTBE ClyHaeB
3aborneBaHue AMarHoCTMpyeTcs B Bopacte 1o 40 net, nostomy
MHOIME >KEHLLUMHbI HaxodATcAd B AETOPOAHOM BO3pacTe.
BepemeHHoCTb Npy MNCX BO3MOXHA Ha paHHWX CTaamsx 3abone-
BaHWA 1 MOXET NMPUBOANTL K KPaTKOBPEMEHHOMY YydLLIEHNIO
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PYHKLMOHANbHOMO COCTOSIHMA nedeHn. JuarHoctrka MCX Bo3-
MOXHa ¢ nomotubto IPXIMI, MPT-xonaHrvorpadum, uoncum
MeYeHr, HO BCe OHWM MPOTVBOMOKa3aHbl BO BpeMsi DepemeHHo-
cn. B nutepatype [13] onybnvikoBaHb! 14 HabnioneHnn Gepe-
MEHHOCTW Y maumeHToK ¢ MCX, HO NULWb Y OOHOW NaLMEHTKM
OepeMeHHOCTb HebNaronpUATHO ckasanacb Ha TedeHun MCX,
O[IHAKO Yy 3TOW XEHLLHbI A0 OepeMeHHOCT HabtoAancs akT1B-
HbI [CX ¢ renatomeranvien, NMXopagKou, NoBbILLIEHUEM YPOB-
Hs GunupybuHa, LD, TN 1 TpaHcaMmHas. PebeHok poamncs
HEOOHOLLEHHbBIM, OKONOMIOAHbIE BOAbI COAEPXKan MeKoHWN, a
KOHLIEHTPALMA XXeN4YHbIX KMCIOT B KPOBW MyMOBWHbI OKa3anacb
04eHb BbICOKOW. Y OCTaNbHbIX MaLUMEHTOK B AaHHOM Habrioae-
HUM BepeMeHHOCTb MpoTekana HopManbHo. JlabopaTopHble
nokasaTeny oCTaBanmch CTabunbHbIMU UK Aaxke Habnohanocs
CHUXKeHMe ypoBHS AJTT 1 LLID. Micxoas U3 MetoLLIMXCs AaHHbIX
[12], y naumeHTok ¢ MCX, TaK e, kak v npn apyrix A3M1, npo-
rHo3 An1s GepemMeHHOCTV Gosee GnaronpusiTeH Npu ee PasBUTUM
Ha paHHWX CTagmsx 3aboneBaHus.

MNpu neyeHun AN3M B kayectBe GA3UCHBIX MPUMEHSIOTCA
MMMYHOCYMNpecc/BHble Npenapatsl, Yatle [KC, a Takxe ypcoge-
okanxonesas kucnota (YAXK). pyrvie cpoenctsa NpriMeHsioTcs
no CTPOrMM nokasaHuaMm. Cneupnpuyeckas MeankaMeHTO3Has
Tepanusa A3 Bo Bpems GepemeHHOCTV He pa3paboTtaHa, Nnoa-
TOMY OHa MPOBOAMTCS MO OOLWENPUHSATLIM CXeMam. W3 Hemenm-
KaMeHTO3HbIX MEeTOOoB: HeobxoauMo 13beraTb BO3OENCTBUMS
renaTtoToKCMYeCKX BeLLecTB, MpexXae BCero flekKapCTBeHHbIX;
PU3MHECKMX HArpy3oK; MepeyToMeHUs; nepeoxnaxneHus;
NCUXOTPABMUPYIOLLIX CUTYaLn; (r13noTepaneBTNHEeCKIX Npo-
Llefyp, 0CObeHHO Ha 00NacTb NeveHn; clemyeT NpUAePXMBaTb-
€A 4—5-pa3oBoro NuUTaHms, UCKMIOYTb ankoroNbHble HaMuTKK,
KMpHble CopTa Msica, pPblObl, MTULLGI, TPUObI, KOHCEPBbI, KOM4e-
HocTW. [onopaHne GepeMeHHbIM C 3a00MneBaHUSMM MeYeHM
KaTeropy4yecky MpoTMBOMOKasaHo. bnaronpuatHble ycnosus
ONA PYHKUMM MeYeHn B pe3ynbTaTe YBeNUYeHs ne4eHo4HOro
KPOBOTOKa CO3[aeT MOCTENbHbI PEXMM.

OCHOBHbIM npenapatom ans nedenus MbLL, B T. 4. y GepemeH-
HbIX, sBnsetcs YAXK (ypcocaH n gp.) B go3e 10-15 Mr/kr Maccbl
Tena B CyTKM B 2—3 nprema, KOTOPbIN NPUMeHSeTCa Takxe Ans
NeYeHns CMHOPOMa XonecTasa y naumeHTok ¢ NCX, AUT v cnk-
apomMom «nepekpecta» [25]. YOXK okasblBaeT LOCTOBEPHOE
NONOXMUTENIbHOE BANAHWE Ha BakKHeWLMe MPOrHocTMHeckmne
akTopbl MBLI—ypoBeHb LLID, TTTM, TpaHCamMmHa3, Gunmnpyom-
Ha, MPOrpeccMpoBaHNe rUCTONOMMYECKMX W3MEHEHW, Bblpa-
EeHHOCTb 3yAa W 0bLLern cnaboctv [26]; 3amMeaNseT Nporpeccm-
poBaHwe MBL| 1 nonoXnTensHO BAUAET Ha MPOAOIKNTENBHOCTb
XWM3HW GonbHbIX [27, 28]. MpumeHeHne YOXK npu neveHmm
AWN3M y GepeMeHHbIX, COrMacHO UHCTPYKLIMW NMPOV3BOAMTENS,
[OMNYyCKaeTCa NLb B NocnegHre ABa Tpumectpa. OgHako npe-
napaT MOXeT MPUMEHSATLCS B TedeHMe BCel GepeMeHHOCTH,
eI/ NOMbITKa €ro OTMeHbI COMPOBOXAAETCA PE3KUM YXYALLEHN-
eM TedeHust 3a0oneBaHNs. HexenaTenbHbIx NOBOYHbIX dchdek-
TOB Y HOBOPOXAEHHbIX, YbM MaTepu npuHmumann YIOXK B Teve-
He bepeMeHHOCTI B cBsi3u ¢ A3, He onmcaHo [21, 22]. C opy-
FOM CTOPOHbI, HEODXOAMMO MOMHUTH, YTO HaXOAALUMIACH B
OOnbLLOW CTeneHW Nof, BOMPOCOM TepaToreHHbI 3ddekT npe-
napatoB YOXK momkeH ObiTb COMOCTaBMeH C MOTEHLMANbHO
HeraTMBHbLIM JEeNCTBMEM Ha Mo rMapodOOHbIX KENMYHbBIX KAC-
noT 1 OUNMPYBKHa, YPOBEHb KOTOPbIX MOBBILLAETCS NpU Xone-
crase B orcyTcTBUM Tepann YIXK. A MeHHO Ha paHHWX CTaamsax
OepeMeHHOCTI HepBHas CUCTeMa Mylofia Hanbornee noaBepskeHa

N® 6 (19) Ho96pb 2011 MEANUMNHCKNA AABMAHAX



Ma

MEAVNUNHCKNA

[laToAOrng bepemeHHOCTN

BO3EMCTBIIO TOKCUHYECKMX BeLLecTB [24].

Hapagy ¢ YOXK B neveHun GepemenHbix ¢ MBLL 1 MNCX
MCMOMb3YIOTCH SHTEPOCOPOEHTLI, MpenapaTtbl Kanbums ¢ 13,
OE3VHTOKCMKALMOHHAsA Tepanus, No nokasaHysm — Cnas3mMoni-
TVKM, (DEPMEHTBI, MPOBMOTUKM 1 Ap. [N NneYeHms NHeKUMOH-
HbIX OCIIOXHEHWI Y OepemeHHbIx ¢ MCX NpUMEeHSIoTC aHTMOMO-
TUKW U3 FpYNN NEHNLUNMHA U LedanoCcrnoprHOB.

B neyeHum AU, B T. 4. y BepemeHHbIX, OCHOBHOE MeCTo Mpu-
Hapnexut NKC [29]. AMeprKaHCKOWM accoLLaLmert Mo U3y4eHmto
3abonesaHnin nevern (AASLD) npemnoxeHbl abCoOMOTHbIE
(ACT=10N; ACT=5N + y-rnobynvH =2N; MOCTOBUAHbIE UK
MyfbTUaLIMHAPHbIE HEKPO3bl MO AaHHbIM [UCTONOrM4ecKoro
MCCenoBaHis) 1 OTHOCUTENbHbIE NOKa3aHWs K MX Ha3HauYeHuto
npy AUT (cumnToMbl renatmTa (yCTanocTb, apTpanrim, XenTy-
xa) npu yposHe ACT 1 y-rnobynmHa <abcommoTHbIX KpUTEPUEB).
JledeHve TKC Ha cTagmm HeaKTUBHOTO 1 [eKOMMEHCUPOBAHHOMO
LMppO3a neveHu, pa3smeLuerocs Bcneactee A3, GonbLmH-
CTBOM MCCref0oBaTeNen Npmu3HaHo He LenecoodpasHbiM. B kave-
cTBE KpUTepueB 3pdeKkTBHOCT NneveHns AU ncnonb3yoTcs
nokasaTefin CbIBOPOTOYHbIX TpaHCaMMHa3 W1 y-rNoOynMHOB.
BmecTe c Tem, crepyeT y4mTbIBaTh, HTO «OMOXMMMHECKas peMuc-
C1SI» MOXKET NPEeALLeCTBOBATh «TMCTONOrYeckom» Ha 3—6 Mec.
Mo3ToMy 1 Nocie HOPManM3auMy yKa3aHHbIX MoKa3saTenemn
PEKOMEHLYETCS MPOLOMKaThb fieveHne B TedeHre 3—6 1 bonee
Mec. [3]. Y nauneHToB, AOCTUMLLNX PeMUCCUA, [03a NPELHN30-
JIOHa MOCTeMNeHHO COKpalllaeTcd B TedeHMe 6 Hefenb.
HakomnneHHbIN OMbIT CBUAETENLCTBYET O Oe30MacHOCTL nprMe-
HEHUS HM3KMX 1 cpeaHnx fo3 MKC (8 npegenax 30 Mr npeaHn-
30M0Ha B CyTkM) y BepemeHHbIX [13]. BoNbLIMHCTBO XKEHLLMH,
nonydatouimx MKC, nepeHocsT GepeMeHHOCTb XOpoLwo. JInLb Y
HEKOTOPbIX BO3MOXHO TPaH3UTOPHOE YBeMYEeHVe CbIBOPOTOM-
HbIx OnnVpybuHa v LLID, koTopble BO3BPALLAIOTCS K MCXOLHBIM
3Ha4eHnAM nocsie PoAoB. [MporHo3s and niogda npu UCnonb3oBa-
HUM BepeMeHHor TKC cumTaeTcs bonee cepbesHbIM, YeM s
Matepu. Onm1caHo yBenMYeH1e YacToTbl COHTaHHbIX abOPTOB 1
BHYTPUYTPOOHOM CMepTU Mroda, XOTs, MO MHEeHMIO CamMmx
nccnefoBaTenen, TPYAHO CBA3aTh 3T OCSIOXKHEHS GepemeHHO-
cmm c npyiemom KC [13]. CyLecTByeT HEBBICOKMI PUCK MMMOTPO-
dum NNoAa, 3aMefIeHNs ero PocTa, a Takxke POXAEeHWA AeTen C
He3apalleHVemM TBepaoro Heba, 0COOEHHO MPWU MPUMEHEHUM
Bblcokmx Ao3 NKC B | TpumecTpe. BmecTe ¢ Tem, onybnmnkoBaHbi
pe3ynbTaThl AAUTENbHOrO HabMNoAeHNS 3a IeTbMU, POXAEHHbI-
MW OT MaTepen, NPUHMMaIOLLMX BO Bpems bepemeHHocTy [KC,
KOTOPOE He MOKa3asio Y H1X KaKMX-NMBO OTKITIOHEHMIN B pOCTe 1
passutnn [13, 22]. Hecmotpsa Ha 1o, 410 TKC BCacbiBaloTcs B
KpPOBb, VX MCMONb30BaHWe B NepMOg, NTakTaumm TakxKe CHUTaeTCa
oTHocuTenbHO GesonacHbIM [15, 21], xoTs, ©e3ycnoBHo, ans
3TOro AOJSIKHbI ObITh CTPOTMEe MoKa3aHWs W Nydlle Ha nepuopn,
npviema KC Bo3mep>KaTbCsl OT KOPMIeHVs pebeHka rpymblo.
MosBnsAtoTCs oTAeNbHble PadoThl 06 SPHEKTUBHOCTI Oy AeCOHM-
na npu nedeHnn GonbHbIx AT [30], HO ero npuMeHeHue y
OepeMeHHbIX He OMK1caHo. YTO KacaeTcs a3aTuonpuHa, To npu
OepeMeHHOCTV ero Ha3Ha4atoT KpalHe OCTOPOXKHO, Aaxe Mpu
HanV4MM NOKa3aHW B BIAE BbICOKOM aKTMBHOCTI ayTOVMMYH-
HOro npouecca, He KoHTponupyemow [KC  [31].
DKCNeprMeHTanbHble AaHHbIE He NCKITIOHAIOT MOSIHOCTLIO Tepa-
ToreHHble 3hdekTbl Mpenapata 1 Pa3BUTAS MMMYHOCYMPECCUN Y
HOBOPOX/AEHHBIX. [103TOMY, e XeHLLMHa NPUHMaNa a3atn-
OMPUH [10 HacTynneHus GepemMeHHOCTV B ¢Bs3n ¢ AUT, To BO
Bpemst OepeMEHHOCTI OH MO BO3MOXKHOCTY [LOMKEH ObiTb OTMe-
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HeH 11 MOXET NMPUIMEHATLCA NINLLb B TEX PeAKMX CJTyHasnX, Koraa
3aboneBaHMe He KOHTPONMpPYEeTCs aaekBaTHbIMKU ao3amm TKC,
MIMEIOTCS MPOTBOMOKa3aHus K TKC, a oT npepbiBaHs bepeMeH-
HOCTM XXeHLLIMHa KaTeropu4ecky 0TKa3sblBaeTcs. ECnm e oTMeHa
a3aTMOMNpPKHa CBA3aHa C BbICOKVIM PUCKOM YXYALIEHNSA Te4eHns
3aboneBaHus, TO ero NpremM ceflyeT NPOAOMKMTL. B Takmx cy-
Yasix MPOBOAMTCS KOMOWHMpPOBaHHas Tepanusi ¢ TKC B obbeme,
HeobXoMMOM AJ1S MoAAepXKaHNs peMuccnm 3abonesaHms [32].
Mpr 3TOM NCXOJAT U3 MONOXKEHWS, YTO PUCK HAPYLUEHWUI BHY-
TPUYTPOBHOrO Pa3BUTUS MNOAA MeHblle, YeM PUCK peLnavBa
3aboneBaHusa y GepemeHHoM [22].

B nevenmn «nepekpecta» AUT /MBLL(TCX) 0ObI4HO cnonb3y-
eTcsl KOMOMHALMA MHAMBMOYaNbHO NOA0OPaHHbBIX 103 NPeaHn-
3omnoHa (o1 20 mr/cyt.) ¢ YOXK (1015 mr/cyT.) Ha cpok 3—6
Mec. (nHorga YOXK HazHadaeTcs noxmsHeHHo) [33].

B kauecTBe mnmocTpaumm 0COBEHHOCTE CUHAPOMA «nepe-
KpecTa» NPMBOAMM KIMHMYeCKoe HabntoaeHve 3a bonbHowm J1.,
1963 r. p., KOTOpas HabNOAAETCH B TedeHue 3 NeT C ANarHO30M:
ciHapoM «nepekpecta» (MBLL, nporpeccupytoLlee TedeHvie, 3-5
crapms + AWM € yMepeHHOW aKTVMBHOCTbIO MpoLecca).
lNMeyeHo4Has sHUedanonatus 1-n cT. MNopTanbHas rmnepTeH3us
2-n cr. Acumt. JlumdapeHonatnst (n/y B BOpOTax MeyeHw).
AyTOUMMYHHBIR TvpeouamT). Mpy nepBuYHOM obpalleHm
npeabsaBsna Xanobbl Ha c1abocTb, Nepuoanyeckmne HoloLLme
HEMHTEHCVBHble ©onM B MpaBoM nofgpebepbe, CBS3aHHble C
NOrPeLUHOCTAMY MUTaHWUA, (U3MHECKOM Harpyskow, B3gyTve
XMBOTa. B nocnenHee Bpems MPUCOEAVHUANCH CYMMTOMbI
HapyLUeHVS KOHLEHTPALLMM BHUMAHWS, CHYKEHUS MaMSATH, COH-
NMBOCTb B AHEBHOE BPEMS, 3aTOPMOXEHHOCTb. [1epBble peTpo-
CMEeKTVBHbIE CUMMTOMbI 3aboneBaHus (3yf, Koxu, cnabocTs)
nosiBUNMCb BO BpemMs bepemeHHocTr, 20 neT Hasaf. B nocneny-
IOLLEeM Meprioam4eckyl oTMeqanacb HeMOTMBMPOBaHHasA Cna-
OocTb, apTpanrus, cyddedpunmnTeT. YXyALeHe COCTOHUA —
nocnegHre 10 neT, KOrga NosiBUCA KOXHbIM 3y B BeyepHee
BpEeMsi, MporpeccrpoBana ciabocTb, NpyBeALLas K notepe Tpy-
LOCNOCOOHOCTY, M3MEHUNCS LBET KOXU (MenaHomepmus).
BbisiBnsnock ymepeHHoe nosbiweHue AT, ACT, bunmpyounHa.
MpoBoAMNOCH NeHeHme «XPOHUHECKOrO HEBMPYCHOrO renatm-
Ta», WCMOMb30BaNUCh renaTonpoTeKTOpbl 0e3 3aMeTHOro
aekTa, HAOOOPOT, COCTOAHME DONMBHOM MPOrPECCUBHO YXYL-
wanoco. Mpu obcnepoBaHny B 2009 T. BbISBIEHO MOBbILLEHNE
cbiBopoToyHon LLID B 5 pas, [TTM — 87 pa3, ANITn ACT —B 3
pasa, bunmpybunHa — B 3,5 pasa, y-rmobynmHos — B 1,5 pasa.
N®A kpoBu Ha BMpYCbl renatitoB B, C, mpocTenivie 1 refb-
MWHTbI OTP., NoBbieHvie AMA-M2 B 2 pasa, ANA — B 1,5 pasa.
BbicTaBnieH amarHos «nepekpecta» ML, /ANT. o gaHHbIM Y3
neYeHy — NPU3HaKM LMPPO3a NeYveHn Npy yMepeHHoW renaTto-
Merannu. HasHa4eHo redeHe ypcocaHoM 4 Karc/cyT., 3youko-
poM 6 nak/cyT. [NpoBedeHa cenekTVBHaA OeKOHTaMMUHaLmMa
KuLLeYHVKa (prdakcmurH, Hopmase). Ha hoHe nedeHms cocTo-
AHVE MaLMEHTKN YyYLWnioch M oCTaBanocb CTabunbHbiM 8
MecsLEeB, BO BPEMS KOTOPbIX NMPOAOIIKaNCa nprem ypcocaHa U
cMMMTOMaTWYeckas Tepanus (ModeroHHble, npernapatbl Kasb-
uvs ¢ O3, npobuoTVKK, 3SHTePOCOPOEHTLI, aHTauuabl).
Yxyawenue ¢ anpens 2010 r. nocne Gu3nHeckor Harpyskm —
BHOBb yCWAMach clabocTb, NOSBUMMCH YMEPEHHOW NHTEHCKB-
HOCTV nepuoamndeckmne bonn B NpaBoM noapebepbe, cyburkTe-
PWHHOCTb CKep, NPW3HaKKM 3HUedanonatm 2-1 CT., rmnokab-
LieMUU, OTEKM Ha HOrax, 13Xora, YBENUYMINCL Pa3Mepbl NeYveHu
(+4 cM, NNOTHOM 3MACTUYHON KOHCUCTEHLMM, 3aKPYTTIEHHbIN
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HEPOBHbIVI Kpai), ceneseHkn, Menarogepmms. Mo gaHHbimM Y3
NOSBUNNCL MPU3HAKWM NMOPTanbHOM rmnepTeH3unn. Bospoc ypo-
BeHb AJIT, ACT, I'TTM, LLU® v 6unmpybuHa. TecTbl Ha OHKOMap-
Kepbl, BUPYCbl renaTntoB B, C, I'IpOCTeI;ILIJI/Ie W reJibMUHTbI OTPpU -
uat. K nevenuio (ypcocaH 4 kanc/cyT.) LobasneH NpefHm30soH
20 Mr/cyT. CnoCnenyoLMM CHKeHVEM [03bl. VIcnonb3oBanmcs
OpHWTWHa acnapTat, auypeTvku (BepowwnupoH 100 Mr/cyT.,
rMnotvasug 25 Mr 2 pasa B Hefl.), Hopmase 30 Mi1/cyT., NaHKkpe-
ocnat, kanbumii ¢ 13, aHTaumabl. B cBsi3M ¢ nporpeccrpyoLLimM
TeyeHem 3abonesaHus Obina pekomMeHOoBaHa KOHCyNbTauna
TPaHCMJIaHTONOra Ang peleHnda BOonpoca ob OpTOTOI'IVI‘-IeCKOI;I
TPaHCMNaHTaUnM NnevYeHn oT POACTBEHHOIO LOHOPA, OAHAKO Npn
0bcnefoBaHNM eANMHCTBEHHOIO NMOAXOASALLEro AOHOpPa — Ao4e-
pu 23 neT (cumTaroLLlen cebs 300POBON) BbISIBNEHO MPOrpeccu-
pytoLiee BUTUNNIO, Bblpa>XeHHasd CJ'Ia6OCTb, nonnMuanrni m
apTpanrM No HovaMm, ANIUTENbHbIN BEYepHUA CyOhebpunumTer,
canMHOpomM PelnHo. ﬂ,aHHbIe CMMNTOMbI MOABUITNCE Yy AoHepU
NaLMeHTKI OKOMO rofla Ha3ag, nocne NoceLLEHNIA CONSpUa U Ha
poHe npmemMa nepopasnbHbIX KOHTpaLenTuBOoB. [lpoBeneHo
yrnybneHHoe obcnenoBaHMe, Mo pesynbTaTamM KOTOporo Obin
auarHoctmposaH AU 1-ro TMna € ymMepeHHOM aKTWMBHOCTbIO.
B3sTa nopn, HabntogeHme, nnaHupyet bepemMeHHOCTb.

B 3akntoyeHme aleayetr OTMETUTb, YTO MHOXEeCTBEHHOCTb U
CO4ETaHHOCTb MNaToreHeTN4eCkmnX BapMaHTOB MOPaXeHNA nede-
HW, Manasa CI'IeLI,l/ICpl/I‘-IHOCTb CMMMTOMOB, NMPUHUUMAIIbHbIE Pa3-
IN4YMS B TaKTUKE N1e4eHns OOMbHbIX nenatot L~Ir.')e38|:-l'~lal;lHO aKTy-
anbHow npobremy cBoeBpemMeHHoW amarHocTvikmu A3, oco-
BEHHO Y XKEHLLIMH penpofyKTVMBHOrO BO3pacTa. PesyrbTaT HecBoe-
BpemeHHoW amarHoctmku A3IM — no3gHee Ha4ano natoreHeTy-
Yeckom Tepannn, Ncnonb3oBaHKre NPOoTMBOMNOKa3aHHbIX nekap-
CTBEHHbIX CPeacTB W, Kak CJleAcTBMe, HMU3Kas NPOLOIKUTENb-
HOCTb >KWM3HW MaumeHToB. PaHHas Tepanua AW3IT nossonget
obecneynTb peMmnccnto N NpenoTBpaTnTb pPa3BnTNE LMPPO3a
npw AUT, a npu MBLL n NCX = yny4wmnTb KavecTBo, YBENNYNTb
NPOACIIXKUTENBHOCTb XM3HW, 130eXaTb OCNIOXHEHWI, B T. Y. B
nepvog, bepemeHHOCTL.
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