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AHHOTauMs

O6ocHoBaHHe. bepeMeHHOCTb MpU NMapoKCU3MAAbHOM HOUHOM remorrobuHypum (MHT) ncTopuueckn sIBASETCS CUTyaumen BbICOKOTO pUCKa:
CoY€eTaHne XPOHUUECKOTO KOMMAEMEHT-0MOCPEAOBAHHOTO FrEMOAM3a, OGYCAOBAEHHOTO CamMmM 3a60AeBaHUEM, C (DU3UMOAOTMUECKOM aKTUBALMEN
CUCTEMBI KOMIMAEMEHTA BO Bpemst 6epeMeHHOCTH 3HAUMTEABHO YXYALLIAAO MPOFHO3 AASt KM3HM GOABHBIX. AOArOE Bpemst He CYLLEeCTBOBAAO hdpek-
TUBHBIX METOAOB AeveHus [THI 1 6epeMeHHOCTb Yy BOAbHBIX MPEACTaBASIAACh YPE3BbIYAMHO PUCKOBAHHOM, TakK KaK 3HAUMTEALHO MOBbILLIAAA PUCK
SKM3HEYTrPOXAIOLLMX OCAOXKHEHMM. [TosiBAEHME TapreTHOM Tepanmu 3KyAn3ymabom nepeBepHyAO NMPOrHO3 NPy AAHHOM 3a60AEBaHMM: MALMEHTKM
CTaAU He TOAbKO BbIXKMBATb, HO U XMTb COMOCTAaBUMO CO 3A0POBbIMU AIOAbMU. [1pOBEAEH CPABHUTEAbHbIN aHAAM3 TEYEHUSs! M UCXOAOB OepemeH-
HOCTH y 60AbHBIX [THI, KOTOpbIE MPOXOAMAM TEPANUIO IKYAM3YMAOOM, U Y GOAbHBIX BHE TApreTHOM Tepanuu.

LleAb. OueHka 0CO6EHHOCTU TeUEHUS U UCXOAOB HGepeMeHHOCTU y 60AbHbIX IMHI B 3aBMCMMOCTHM OT TepaneBTUHECKOTO MOAXOAQ.

Marepuaanbl 1 MeToAbl. [1poaHaAM3upoBaHbl AaHHble 57 GepemeHHocTel y 49 sxeHwuH (31 nprUMeHsiaa 3kyAn3ymab, 26 — BHe TapreTHoOM Tepa-
num), HabAoaaBumxcst B DIBY «HMULL akywepcTBa, rMHEKOAOTMU M MEPUHATOAOTMM UM. akaA. B.M. KyaakoBa» uAmn B Apyrux ropoaax Poccum
C YAAAEHHbIM KOHCYABTMPOBAHWEM (23 KAMHMKKM 13 19 ropoaos Poccun).

Pe3yAbTarbl. BbicOkasi BEPOSITHOCTb OCAOXKHEHWI GEPEMEHHOCTU U ee HeOAArONPUSATHLIX MCXOAOB BHE TAapreTHOM Teparnuu CBUAETEABCTBYET O
SKM3HEHHOM HEOOXOAMMOCTH ee MPUMEHeHUs: BCe HABAIOAEHUSI CONPOBOXAAAMCb OCAOKHEHMSIMU PA3AUUHOM CTEMEeHM BbipaXeHHOCTH. TeueHue
6epeMeHHOCTH C NMPUMEHEHMEM IKyAM3yMaba B LIEAOM OoAee BAAronpusiTHOE: 3aperMcTpupoBaHa OYEBUAHO HOAEE BbICOKAsl 4aCTOTA XMBOPOX-
AEHMS| U MEHbLLAS BEPOSITHOCTb OCAOXKHEHUN. He NoBbilwas 4acToTy OCAOKHEHMM, IKYAM3YMAO 3HAUUTEABHO YAYULLAET UCXOAbI GEpeMeHHOCTH
KaK AAS MaTEPH, Tak U AASl MIAOAQ, M HE OKa3blBAET HEraTUBHOIO BAMSIHUSI HA 3A0POBbE HOBOPOXKAEHHbIX.

3akAueHne. DKyAn3yMab Mo3BOASIET HE TOALKO MOBBICUTb BbIXXMBAEMOCTb GOAbHBIX [THI, HO M BCECTOPOHHE YAYUWUTL KAYECTBO UX XXM3HMU,
BKAIOYAst BO3MOXKHOCTb 6€30MaCHOr0 POXXAEHUS AETEN.

KAtoueBble cAoBa: 6epeMeHHOCTb, NapPOKCM3MaAbHasi HOUHAS FEeMOTAOOUHYPHMSI, IKYAM3YyMad
AAst umtpoBanus: Burorpasosa M.A., Kyaarnn A.A., LLimakos P.I. bepeMeHHOCTb Npu NapoKCH3MaAbHOM HOUHOM FEMOTAOBHHYPUM: OT BbIXKM-
BaHust K Xu3Hu. Tepanestuueckuit apxus. 2022;94(7):859-864. DOI: 10.26442/00403660.2022.07.201714
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Abstract

Background. Pregnancy in paroxysmal nocturnal hemoglobinuria (PNH) patients has historically been a high-risk situation. The combination
of chronic complement-mediated hemolysis caused by the disease and physiological activation of the complement system during pregnancy,
significantly worsened the prognosis for the life. For a long time, there were no effective methods for the PNH treatment, and pregnancy in
patients seemed to be extremely risky, as it significantly increased the risk of life-threatening complications. The advent of targeted therapy with
eculizumab turned the prognosis of this disease upside down: patients began not only to survive, but also to live comparable to healthy people.
A comparative analysis of the course and outcomes of pregnancy in patients with PNH treated with eculizumab and in patients without targeted
therapy was carried out.

Aim. The study was to evaluate the course and outcomes of pregnancy in patients with PNH, depending on the therapeutic approach.
Materials and methods. We analyzed data from 57 pregnancies in 49 women (31 used eculizumab, 26 with supportive care only) observed
at the Kulakov National Medical Research Center for Obstetrics, Gynecology and Perinatology or with remote consultation (23 clinics from
19 cities of Russia).

Results. The high probability of pregnancy complications and its adverse outcomes outside of targeted therapy indicates the vital need for its
use: all observations were accompanied by complications of varying severity. The course of pregnancy with the eculizumab is generally more
favorable: an apparently higher rate of live births and a lower likelihood of complications are registered. Without increasing the incidence of
complications, eculizumab significantly improves pregnancy outcomes for both mother and fetus, and does not adversely affect the health of
newborns.

Conclusion. Thus, eculizumab allows not only to increase the survival rate of patients with PNH, but also to comprehensively improve their
quality of life, including the possibility of safe childbirth.
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Beeaenne

ITapokcuamanbHasg HouHas remornobunypus (ITHI) -
npuo6peTeHHOe KIOHA/IbHOE 3a00/IeBaHIe, IPY KOTOPOM Ma-
TOIOTMYECKAsl AKTUBHOCTb CUCTeMbI KOMIITIEMEHTA IPUBOIUT
K TeMOJIM3Y ¥ CO3[jaeT YCIOBUS AJIsl TPOMOO30B, 1eTOYHOI I'-
HepPTeH3NN, XPOHIYECKOI 60/Ie3HN TI0YeK U TSHKEION aHeMUIL.
B oTCyTCTBME HMAaTOTEHETHYECKON Tepamuy y OGONMbHBIX IIPO-
IpeccupylorT 0OyCIOB/IEHHbIe XPOHUYECKIM TeMOIM30M CUM-
ITOMBI, YTO 3HAYNMTENTbHO YXYAIIAeT MX COCTOSAHUE M MOXKET
IpUBECTM K cMepTH. Briokaga aKky1nsyMmaboM HEKOHTpOIUpye-
MO aKTMBalMM Ha YPOBHE KOMIIOHEHTA CHCTeMbl KOMIIJIEMEH-
Ta 5 I03BO/IAET IPEJOTBPATUTh I€MOIU3 U JajibHellINe ero
ocnoxxHeHus. [TosiBnieHne MogoO6HOI TapreTHOI Tepamnmy Kap-
IVIHAaJIbHBIM 00pa3oM M3MEHWIO IPOTHO3 /1A )KU3HY G0/IbHBIX:
ecny paHee, HECMOTPsA Ha IpOBeleHMe CUMIITOMATHYeCKOl
TepamyMy C IMOMOLIbI0 TeMOTpaHC(y3Mil, aHTUKOAry/ISHTOB,
IpernapaToB Kenes3a U GOMMeBOlt KUCTIOTHI, 35% IMALMEeHTOK C
knaccudeckont ¢opmort ITHT mormbanu B TedeHue mepBBIX 5
JIeT Toc/Ie IOCTAHOBKY JIMarHo3a, a yepes 10 jeT 1eTaTbHOCTD
mocrurana 50%, To, 10 COBPEMEHHBIM JJAHHBIM, BEDKIIBA€MOCTD
HAlMeHTOK Ha (OHe Tepammyu SKyIM3yMaboM He OTINYAeTCA
OT 001enony/IALMOHHOI [1].

Tepammsa ITHI' skynuaymaboM IO3BONAET HE TOMBKO MO-
BBICUTH BBDKMBAE€MOCTD, HO U YAYYIINTb KadeCTBO >KU3HM, B
YaCTHOCTM IIOMOYD SKEHIMHAM peann30BaTh PeNpOfyKTUB-
HYI0 pYHKI[MIO U CO3/IaTh MOTHOLIEHHYIO ceMblo. Bo Bcem Mumpe
UCTOPUA NAHHOTO HAIPABJIEHMS HaCUMTbIBaeT MeHee 10 yeT.
ITo mpuumHe YpesBbIYAITHOI pegkocTn 3aboneBanus (1,3 cry-
yas Ha 1 MJIH 4e/loBeK B I'Ofi; paclIpOCTPaHEHHOCTD — 15,9 ciy-
4asd Ha 1 MJIH 4elloBeK), a TeM 6o/iee 6epeMeHHOCTI MU HeM,
ToKasaTenbHasA 6as3a KpaliHe orpaHMdYeHa. MeXIyHapOXHBIe
PeKOMeHIALNY Ha JAHHYI0 TeMY OTCYTCTBYIOT, OITy O/IMKOBaHBI
JINIID Pe3y/IbTaThl PETPOCIEKTUBHBIX U HAOIOfATE/IbHBIX 1C-
crefoBaHMit. DTO 3aTPYAHAET OLIEHKY YPOBHS 1 JOKa3aTe/IbHO-
CTU peKOMEHALINI [/IsI JAHHOI KaTeropuiu 6O/IbHBIX.

CnoxxHocts 6epemennocty npu ITHI obycosnena B mep-
BYIO o4depefib TeM, YTO (PM3MOIOrMYecKas aKTUBALMA CHCTEMBI
KOMIUIEMEHTA, XapaKTepHas A 6epeMeHHOCTH, YCyTyo/saercs
TIaTOTIOTMYECKOI HEeKOHTPONMMPYEMOIT aKTUBaIVell KOMIUIEMEH-
Ta mpu ITHI, 4TO 3HaYMTe/TbHO IOBBILIAET PUCK KU3HEYTPOXKAI0-
VX OC/IO>KHEHMII 1 HeOMaronpusATHBIX UCXOHOB. [lo mpuMeHe-
HIIS TApTeTHOI Teparuy ucxopbl 6epementocty npu [THT 6putn
KpajlHe IIeCCUMUCTIYHBIMIL: YaCTOTA BBIHAIIVBAHMSA He IIPEBbI-
masa 50%, a MaTepMHCKast CMEPTHOCTD BO BpeMs 6epeMeHHOCTH
U B IIOCTIEPOJIOBOM IIepuofie focturana 21%, mpenmyIiecTBeHHO
BCJIEICTBUE TPOMOO30B 1 MH(PEKLIMOHHBIX OCTOXKHeHMit [2]. In-
arao3 ITHI ycTaHaBnmMBaeTCA MpeMMYINeCTBEHHO Y MaleHTOK
PENpOAYKTUMBHOIO BO3PACTa, I03TOMY BOIPOCHI I€TOPOXK/IEHNUS
00CyX/JannCh 1 paHee, HO BBUAY OYeHb BBICOKMX PUCKOB Oepe-
MEeHHOCTb Obl/Ta (paKTIYeCKV IPOTUBOIIOKA3aHa B TeYeHMe BCell
XKM3HM GOTILHOIL, @ ITPY HACTYNUBILEN GepeMEeHHOCTH PeKOMEH-
IOBasIOCh ee mpepbiBaHe. [IoTOOHBII TOAXON COfepKal B cebe
P He TOMBKO MEIMIMHCKUX, HO ¥ STUYeCKVUX IpobjieM U Ipu

STOM JajIeKO He BCeIfia IIO3BOJIAN MPEfOTBPATUTD OCTIOXKHEHMA,
KOTOpBIe II0CTIe a60pTa MOTYT OBITh He MeHee Cepbe3HbIMM, YeM
IIpY IPOO/DKEHNY 6epPeMEeHHOCTIL.

ITenp McCTeROBaHMA — OLIEHUTh OCOGEHHOCTI TeUeHUs U
ncxonoB 6epemenHoctu y 6onpueix ITHI B 3aBucumMoctit oT
TepamneBTHYecKoro nopxopa. IlpoBecTn oleHKy 6e30macHOCTH
u s dexTuBHOCTN 9KyMM3yMaba y GepemeHHbix ¢ ITHI.

MaTepMaAbl U METOADI

ITpoaHanM3MpoBaHbI JaHHbIE 57 GepeMeHHOCTel y 49 SKeH-
I[H B Bo3pacTe oT 22 go 37 ner (MemuaHa 32). B 31 ciayuae
BO BpeMs OepeMeHHOCTM IIPOBOAMIACH TapreTHasl Teparmvis
9Ky/IM3yMaboM, 26 MaleHTOK HaOMIofanuch BHE TapreTHON
Tepamnun. Bce 6epeMeHHOCTI OFHOIIORHDIE. VI3y4eHbl faHHbIE
COOCTBEHHOTO BefieH!sA OONbHBIX M AUCTAHLIMOHHOTO KOH-
CYIbTMPOBaHMs Ha Pa3NUYHBIX Tanax GepeMeHHOCTH. Beero
BK/IIOYEHBI JaHHbBIE 23 KIMHMK 13 19 ropopos Poccun.

Huarnos ITHT ycTanaBnmBanu Ha OCHOBAHUM BbIAB/IEHUSA
ki1oHa ITHI mpy momouy IpOTOYHON LUTO(IyOpMMeTpUN
(B aHa/MM3 BK/IIOYEHBI HepeMeHHbIe C pa3MepOM KJIOHA Ha rpa-
Hymouurax 6omee 10%).

ITepBruHbIe [faHHBIE cOOMpamM ¢ Hadaja GepeMEeHHOCTU U
Io 6 Mec mocnepopoBoro nepuopa. OLeHnBamM OCIOKHEHN Y
Matepeit (MaTepUHCKasi CMEPTHOCTD, OCTIO)KHEHUsI GepeMeHHOC-
TI, HOTPEOHOCTb B IIEPE/IMBAHMAX KPOBU, HEOOXOmMMas Ho3a
9Ky/M3yMaba, TpoMOOoTIIecKIe COObITHS), Y ITofa (Tubenb, de-
TOITALieHTapHasl HeflocTaTouHocTh — OIIH, npesxxneBpeMeHHbIe
POZBL), XapaKTEPUCTUKY [eTell, POAMBIIMXCS Y SKEHIIMH, KOTO-
Ppble IOy Yay edeHe SKy/IM3yMaboM BO BpeMsi GepeMeHHOCTH.

Pe3yAbTarnbl

Vcxonpl 6epeMeHHOCTH MccefnoBanbl y 6ombHbix ITHI B
Bo3pacte oT 22 #o 37 net (MegmanHa 32) ¢ IPOJOIKUTENBHOC-
TBIO 3a00/IeBaHNs OT MUHUMAIBHON (fe0I0T BO BpeMms Oepe-
MeHHocTH) 70 11,2 roma. Y 55,1% pmuarHOCTMpOBaHa Kiac-
cnueckass ¢opma ITHI, kOCTHOMO3roBas HeJOCTaTOYHOCTB
BBIABJIA/IACh HA PAa3HbIX STalax HabmoneHna y 44,9% 60/IbHBIX.
XapakTepucTuKa Mal[eHTOK IpefcTaB/eHa B Tabm. 1.

Bepemennocmv éne mapzemmnoii mepanuu

HecmoTpst Ha M3BeCTHbIE PUCKM OCTOXKHEHMII IIPY aKTUB-
HoM Tedennu I[THT 6e3 maToreHeTM4eCKON Tepamuim, 4acTh Ma-
L[MEHTOK HaCTauBaIM Ha COXpaHEHUN OepeMEeHHOCTIL.

ITogobHble GepeMeHHOCTH IMpPeMMYLIeCTBEHHO aHAINM3MU-
poBamuce ¢ 1999 o 2012 r., Korga He 6BUI JOCTYIIEH 3KY/INU3Y-
Ma6. CyMMapHO MCCTIe[lOBaHbl MCXOAbl 26 GepeMeHHOCTell y
17 6onbHbIX (TA6MI. 2).

Ype3BbIYaifHO BHICOKAA BEPOATHOCTD OCTIOXXHEHMIT CBUfe-
TENBCTBYET O )KVM3HEHHO HEOOXOVIMOCTI B a/IbTEPHATIBHOM
MIOfIXOfie K TaKTUKe BefieHus 6epeMeHHOCTN y 6onpHbIx ITHI:
BCe HaOMOfeHNsA BHe TapreTHON Tepamuy CONMPOBOX[AINCH
OCIIO)KHEHUAMM DPA3INYHON CTeleHNM BBIPaXEHHOCTH, dallle
BCEr0 IPOTPECCUPOBANN  K/IMHMKO-TabOpaTOpHBIE SIBIEHMS
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remMonm3a, 00yC/IOBIMBaOLIVEe HEOOXORUMOCTh MHTEHCUU-
Kalluy 3aMeCTUTENbHOM TPaHC(Y3MOHHON Tepamuy U IOBBI-
HIAloIIMe PUCK OC/IOXKHEHUI co CTOpoHHl Iofa. K cyacTbio,
MAaTepMHCKUX CMepTell Cpefy HalMX HaOmopeHnii He 3aduk-
CMPOBAHO, HO BBICOKAsl YaCTOTA MO/ IJIOfA Vi TAKVX JKV3He-
YTPOXKAIOMIMX MAaTEPUHCKUX OCTIOXKHEHMIA, KaK MPeaK/IaMIICUA
(IID) m reMOMUTUYECKUIT KPU3, IUKTYIOT HEOOXOUMOCTD WC-
KITI0UeHNA 6epeMeHHOCTY IpM pa3BepHyTol KapTyHe [THI.
Ocobennoctu ncxopos bepemennoctyn y 6ompubix ITHI BHe
TApreTHON Tepaluy 3aK/TIOYaloTCs B BBICOKON 4acTOTe PeIpo-
OYKTUBHBIX IIOTEPb KaK Ha PaHHMUX, TaK U Ha MO3JHUX CPOKaxX
recranyn. PoxxpeHneM >XUBBIX JieTell 3aBepIumnoch b 30,8%
6epemennocreit. Obparaer Ha ceOs1 BHUMaHIE BBICOKAsI 4aCTO-
Ta He TO/IbKO PaHHMX BBIKU/bILIEN, HO 1 aHTEHATa/IbHOI T1ber
wIofa: 3 6 MoTeph HGepeMeHHOCTeN Ha CpoKe rectanum Oonee
10 Hex 4 npousouum nocie 30 Hex Ha QOHE MOATBEPKIAEHHO
@ITH. VI3 8 6epeMeHHOCTEN C POKAEHMEM >KUBBIX A€Tell 7 3a-
KOHYM/IMCD TIPeXIeBPEMEHHBIMY pofamu (Ha cpoke 29-36 He).
Iopasnsitomiee  GONBIIMHCTBO POLOPA3PEIIeHNT BbIIOIHSIN
3KCTPEHHO ONlePaTMBHBIM IIyTeM B CBA3M C paspuTueM I19 nmm
yXy/[lIeHreM COCTOSHMA Iofa. Hepenko peructpupoBanach
nporpeccupytomad CITH, B ToM 4mcie ¢ cMHAPOMOM 3afiepKKI
pasButus mwioga. B nenom BepeHne 6epeMeHHOCTN Y GONBHBIX
IIHI' BHe TapreTHOro BO3NENCTBUA — YPE3BBIYAHO CEpbe3Has
mpo6yeMa ¢ BBICOKIM PUCKOM OCTIOXHEHMUIL, JaXke HECMOTPsI Ha
CaMblil IIMPOKWIT CHEKTP MOAiepXKMBAlolell Tepanuu (TpaHC-
(y3uy KOMIIOHEHTOB KPOBM, CTYMY/IATOPBI 3PUTPOII033a, ITTI0-
KOKOPTVKOVJHbIE TOPMOHBI, ITpeIapaThl XKenesa, B, pomuesoit
KICTIOTBI, HU3KOMOJIEKY/IApHbIe rermapuael —HMI).
Oco6eHHOCTIE HOBOPOXK/IEHHBIX BK/IFOYA/IN BHICOKYIO YacTO-
Ty TsKE/IbIX COYETAHHDBIX OCTIOKHEHMI B 1-I1 MecAl] >KU3HM, B
IIepBYIO OYepenb 00YC/IOB/IEHHBIX HEOHOLIEHHOCTHIO (TUIIOTPO-
¢us, MHPEKIVOHHBIE, TPOMOOreMopparndeckye OCIOXHEHN,
aHeMIIsI, OTKPBITOE OBa/IbHOE OKHO U apTepPUa/IbHbIIL IIPOTOK).
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Bepemennocmv c npumeneHuem mepanuu

akynusymabom

Korga rapretHas Tepanuu B Poccum TONMbKO NMOSABUTIACD,
MBI C OCTOPO’KHOCTBIO 1 CTPOTO IO >KM3HEHHBIM MOKa3aHUAM
VCIIO/IBb30BA/IN IAHHBIN TepaleBTUYecKUI IToAXox y 6epeMeH-
HBIX II0 IPUYMHE HENOCTATKA JAHHBIX O ero 0e30MacHOCTH.
OpHako BbIcoKast 9¢)(eKTMBHOCTD 3KyMM3yMaba BHe GepeMeH-
HOCTM BHyWIa/a ontyMusM. Har onbiT cocrapnser 31 Habmo-
fenne 6epeMeHHOCTH y 30 >KEHIIVH, IPOXOAMBILNX TePAIINIO
9Kynnsymabom B mepuop ¢ 2013 mo 2019 1.

Okymm3ymab HasHayamu 28 6onbHbIM ITHI 1o noxasanm-
AM, CBA3aHHBIM C BBICOKOJ aKTMBHOCTbIO 3a00/IeBaHNA BHe
6epemeHHOCTM (TPOMOO3BI B aHAMHese, TpaHCHY3MOHHAs 3a-
BUCYIMOCTb, 1a60paTOpHbIe IIPM3HAKY aKTMBHOTO T'eMONN3a),
B 3 crmy4asx — Bo BpeMs 6epeMeHHOCTI (Ha cpoke 23-32 Hep).
HasHaueHuio akymusymaba BBUAY OCOOEHHOCTENl ero meii-
CTBMA BO BCEX CIyYasX NpeALIecTBOBAIA BaKIMHALUA IPOTH-
BOMEHIHI'OKOKKOBOJI BaKIIMHOI. Tepanys cTaHZApTHO BKIIIO-
Jasia 4-Hele/IbHBII MHAYKIMOHHBIA Kypc (600 Mr akynusymaba
Ha 60,0 My ¢pu3pacTBOpa BHYTPUBEHHO KalleJIbHO B TeYeHUe
25-30 muH 1 pas B Hefeso), a ¢ 5-11 Hege/mt — 900 Mr 9Ky/IM3y-
maba Ha 90,0 M ¢puspactBopa 1 pas B 2 Hep. JJanHast cxema
SIB/ISIETCS CTaHAapTHON 1 nedenus ITHT u Bo Bpems bepe-
MEHHOCTY KOPPEKTUPYETCS TOIBKO B ClIydae HeNOCTaTOd-
HOI 3QdeKkTuBHOCTH (PasBUTUSA «IPOPBIBHOTO TeMOIN3a»,
HeCMOTPsI Ha Tepalmio). B Iogo6HbIX cTy4asx mo3y 9Kyamsy-
Mmaba moBsimanu fo 1200 mr 1 pa3 B 2 Hem WIM COKpAIanu
MHTEpBa MEXNY BBefleHMAMM fo 12-10 fHeit of, KOHTpoIeM
K/IMHUKO-Ta00paTOPHbIX IPM3HAKOB Tremonmsa. Koppekius
[O3BbI 9KynusyMaba nmorpeboBanace B 11 HaOMOREHNAX, IPU-
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Tabanua 1. Xapakrepucrtuka 60AbHbIX (1=49)
Table 1. Characteristics of patients (1=49)

ITapameTps1 Pesynprar
Ha momenm HacmynneHust 6epemeHHocmu
BospacT, mennana, et 32 (22-37)

82 (17,3-99,4)
106 (82-137)

Pasmep k/10Ha Ha rpaHy/IOLVTAX, MeIMaHa, %

Temorno6uH, Menuana, /1

IpaHynounTsl, Mefinana, x10°/1 2,3 (1,2-7,1)
Tpom6ouuTsl, MefuaHa, x10°/1 98 (75-290)
Tepanus

OKynmmaymab 28/57 (49,1%)**
Luxnocopux 13/57 (22,8%)
Anamnes ITHI

KocTHOMO3rOBast HEHOCTaTOYHOCTH 22 (44,9%)

Tpom6035t 9 (18,4%)
XpoHndeckas 6071e3Hb IIOYEK 45
IIpofomKUTETbHOCTD 3a60/IeBaHMNA, 43 (0°-11,2)

MeE€nunaHa, 1€T

*Ile6rot ITHT Bo BpeMst 6epeMeHHOCTY; **B aHa/IN3 BKIIOYEHDI MALy-
@HTKM C IIOBTOPHBIMM G€PeMEHHOCTAMM Ha HOHE Teparnum.

4yeM y 1 60/IbHOI GepeMeHHOCTh HACTYIWIA Ha (OHE yBelu-
4yeHHO Ko3bl (1200 Mr 1 pa3 B 2 Hep).

Sddekr oT Tepamum JOCTUTHYT y BCeX OONPHBIX: HA MO-
MEHT HACTyIUIeHMs OepeMeHHOCTM KIMHUYEeCKUe IMPU3HAKU
reMo/lu3a OTCYTCTBOBAIM ¥ YPOBEHb JIAKTATAEIMAPOTeHa3bl
OCTaBajICA B IIpefieiaXx HOPMBL Y 2 NMaIMeHTOK ellle 10 3ada-
T oTMedamu sBreHust Kymo6c-nosurusnoro C3b remonmsa.
ITpyu 9TOM MCXOZHO, HECMOTPSL HA OTCYTCTBIE IIOJTHOM PeMIC-
cuu 3aborneBaHMA y OGONBLUIMHCTBA IAIVIEHTOK, 3aBUCUMOCTHU
OT TpaHcdysnii KOMIIOHEHTOB KpOBY He Obl10. 3a BpeMms Oe-
PEMEHHOCTHM HeOOXOIMOCTb B TPaHC(Y3MOHHOI MOJfIEPIKKe
BOSHMKJIA y 5 60/1bHBIX (TA6MI. 3).

Teuenne GepeMeHHOCTH C IIPYMEHEHNEM 3KyTu3yMaba B Iie-
710M 6071ee 6/1aroNpuUsITHOE: 3apETMCTPUpPOBaHA O4eBUIHO Ooree
BBICOKAsI YaCTOTA )XMBOPOXKAEHMII 1 MEHbIIAsI BEPOSITHOCTD OC-
no>xHeHM1. HeoO6X0MMO OTMETHTB, UTO HepenKo mocre 35 Hep
OTMevaay IOCTelleHHOe HapacTaHue YpoBHA (pepMEHTOB B
KpoBM (JIAKTaT/ErMpOreHaspl, acapTaTaMUHOTpaHC(epasbl,
QIAHMHAMIHOTPAaHC(epassl), IpU 3TOM SMU3OABI IIPOPBIB-
HOTO TeMO/u3a perucrpuposamyu penko. Puck II9 ocraBanca
YMepEeHHO IOBbIIIEHHBIM, HO B CPaBHEHMI C GepeMEeHHOCTIMU
6e3 Tepanuy 9KyIM3yMaboM JAHHOE OCTIOXKHEHNE BCTPeYaioch
pexe. Y ofHOIT 13 006C/IeOBaHHBIX OepeMeHHbIX 1-51 GepeMeH-
HOCTb Be/lach BHe CIIeI[a/IbHOI Tepalun ¥ OCIOKHUIACh Pa3-
ButyeM I19, a 2-s mpoxopuia Ha GoHe Teparuu sKyIM3yMabom,
U IAHHOE OCNIOKHEHMe He ObUIo 3admKcupoBaHo. PoxeHmnem
JKUBBIX fieTelt 3aBepumtoch 90,3% GepeMeHHOCTENL, YTO 3HAYN-
Te/IbHO IIPEBBILIAeT JAHHbIN IIOKa3aTeb Y OOMbHBIX BHE Tap-
reTHO! Tepanuu. [Iokasarenu nmpexgeBpeMeHHBIX M 9KCTPEH-
HBIX POJOB TaK)Xe 3HAYNTEIBHO O0JIee OITUMUCTIYHBIE.

Tpom6onpodunaxkruky ¢ nomoubio HMI' nposopumm Bo
BCEX C/Ty4Yasx, OONBIIMHCTBY OO/bHBIX HasHaYaaM TepareBTH-
yeckue 1o3sl HMI, B 6 HaOmiofeHUsIX — IpouIaKTuIecKue.
Y 1 nauyenTku Bo Il TpuMecTpe 6epeMeHHOCTY BOSHUK OCTPBIi
aNMeHAUINT, alIeH9KTOMIs BBIIONHEHa 0e3 OCTIOXHEeHUIL.
BaxxHO OTMeTHTDH, 4TO M06OE OllepaTMBHOE BMEIIATEbCTBO,
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TabAmnua 2. OcoOEHHOCTH M MCXOAbI GepemMeHHOCTH
y 60AbHBIX THI BHe TapreTHo# Tepanuu (n1=26)

Table 2. Features and outcomes of pregnancy in patients

with paroxysmal nocturnal hemoglobinuria without targeted
therapy (n=26)

ITapamerpsn1 Pesynbrar
Poscoenue peberka: 8 (30,8%)
ITpexpeBpeMeHHbIE POIBI 718
IKCTpeHHOE pofiopaspelleHne 6/8
IIpepviearue bepemennocmu: 18 (69,2%)
CamonponssonbHoe o 10 Her, 7 (26,9%)
CamonpousBosbHOe nocte 10 Hep 6 (23,1%)
VckyccTBEeHHOE 5(19,2%)
OcnosxcHerus 6epemeHHOCmU: 13/14 (92,9%)*

119 6/13 (46,2%)

@IIH, B ToM Y1CIie C CMHAPOMOM 3a/[ep>KKI

pasBUTHA IUIOfA 10713 (76,9%)

7/10

MarepuHnckas cMEPTHOCTD 0

Xpounyeckass AT

OcnoxcHeHus 3a6071e8aHUs 80 spems

0,
6Gepemennocmu: 26 (100%)

HapacraHue 1a60paTOpPHbIX IPU3HAKOB IeMO/IN3a
26 (100%)

(TIOBBINIIEHNE YPOBHA NAKTAT/CTMPOreHA3bI)

11 (42,3%)

23 (88,5%)

26 (100%)

2(7,7%)**

ITOBTOpHBIE TeMO/INTIIECKIIe KPH3bI
IToBbllIeHNEe 3aBUCKMOCTH OT TpaHcdysuit
Ycyry6nenne nuToneHnn

Tpom6oTuyeckme cOObITHS

*Cpenn XeHIIMH CO CPOKOM rectanuu 6osee 10 Hem; **Tpombonpodu-
NakTUKy ¢ nomouibo HMT Bo BpeMst GepeMeHHOCTH IPOBOAVIIN
10 (38,5%) 601bHBIM.

ABJAACH OUEBUIHO KOMIUIEMEHT-aKTUBMPYIOIUM COCTOSIHMEM,
Hanbojee 6€30I1aCHO BBIIOHATD HEIIOCPEACTBEHHO TI0CTIE BBe-
IeHus Ipernapara MHIMONTOpa KOMIUIEMEHTA. [[aHHbI [IOJXO
pacIpocTpaHsAeTCcA 1 Ha IJIAaHMpyeMOoe pofiopaspelIeHe.

HecMmoTps Ha OueBMAHYI0O HaCTOPOXXEHHOCTb B OTHOIIe-
HUM TPOMOOTHYECKMX OCTOKHEHMIA, TPOMO030B BO BpeMsi Oe-
PEMEHHOCTH M IIOC/Ie POXOB He Habmopamocs. Obpamany Ha
cebs BHUMaHMe MH(QEKIOHHbIE OCIOXXHEHNUsS, B TOM 4MCIIe
OIHOKPAaTHO OTMeueH I10CepofioBblIii cencuc. CBoeBpeMeHHas
aHTMOaKTepUalIbHasA Tepamusi LIMPOKOrO CIEKTpa NeiCTBU
IIO3BO/IM/IA KYIMPOBATb OC/IOKHEHMS ¥ COXPAHUTD HOC/IEPO-
TOBYIO MaTKy KaK MCTOYHUK 3HIOMETPUTA U, KaK C/IeICTBUE,
CENITUYECKOTO IIpoliecca. 3HAUMMbBIX TI'eMOPpParm4ecKux oc-
JIOKHEHWIT He HaOMIOfanoch. SIBeHMs KPOBOTOYMBOCTM Ha
¢$oHe TPOMOOLUTOIEHNN KOHTPOIVMPOBAIN 3aMECTUTEIbHOI
TpaHC(Y3MOHHOII Tepamnueil ¢ TOMOIIbI0 TPOMOOKOHIIEHTpaTa.
BaykHO OTMETHUTD, YTO BBeJIeHNE CBEKe3aMOPOKEHHOI IIa3Mbl
B 1IeJIoM orpaHudeHo y 6ompubix ITHI BBMAY IOBBIIEHHOTO
PUCKa TPOMOOTUYECKUX COOBITHIL.

Hannyme KOCTHOMO3IOBOJ HEJOCTATOYHOCTH Y OONBHBIX
ITHT He BnMuANO Ha UCXORbI GepeMEHHOCTH: YCyTyOIeHte M-
TOIEHNY HU B OJHOM V3 KIMHUYECKUX HAOIIOfIeHNUI He I10-
Tpe6oBao IpepblBaHMs OEPEMEHHOCTM, arpecCUBHYIO M-
MYHOCYIIPECCHBHYIO TepalMio IO IOBOAY TSDKENOil aIllasuu
KPOBETBOpPEHMA B UCCIIEyeMON TPYIIe OONbHBIX He IIPOBO-
. YacTora OC/IOKHeHMT 6epeMeHHOCTH B LIe/IOM HIDKe Ha
(oHe Tepanuy sKynIu3yMaboM.
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Tabanua 3. OcoOEHHOCTH M MCXOAbI GepeMEHHOCTH

y 60AbHbIX [MHI, KOTOpBIE MPOXOAMAM TapreTHYI0 Tepanmio
3KyAM3yMabom (n=31)

Table 3. Features and outcomes of pregnancy in patients
with paroxysmal nocturnal hemoglobinuria who underwent
targeted therapy with eculizumab (n=31)

ITapameTpsl Pesynbrar
Posicoenue scusozo peberka: 29 (90,3%)
ITpexxeBpeMeHHbIE POBI 4/29 (13,8%)
OKCTpEeHHOE pofiopaspelIeHe 3/29 (10,3%)
IIpepvisarue bepemeHHOCU: 3(9,7%)
CamonponssonbHoe o 10 Hep, 1
CamomnponssonbHOe mocie 10 Hep, 1
HckyccrBeHHOE 1

OcnoscHenus bepemeHHocmu
119 5

OIIH, B TOM 4ncie ¢ CUHAPOMOM 3aJep>KKI

2
PasBUTHA IUIOfA
Xponnueckas AT 1
MaTtepuHCKas CMEPTHOCTD 0

OcnoscHeHus 3a6071e6aHUS 80 8peMs OepeMeHHOCIU:

HapacraHnue 1a60paTOpHBIX IPU3HAKOB
remonu3a (IOBBIIIEHVIE YPOBHS 29
JIaKTaTAeTMAPOreHassbl)

IToBTOpHBIE TEMONMUTIYECKIE KPUSDI 3
IToBbllIeHMe 3aBUCUMOCTH OT TpaHCPy3uit 5
Ycyryb6ieHue 1UTONeHNN 27
TpomboTtuyeckue coObITHS 0
KyM6c-n03UTUBHBDII reMon3 2

JIvs B 1 HabmogeHun pasBuach Tsokenast OITH ¢ curppo-
MOM 3aIepXKKI Pa3BUTNA IVIOAA U IMPOTPeCCUBHBIM YXYAIIECHN-
€M €ro COCTOAHMA. B cBA3M C AB/IEHMAMN reMO/IN3a NalMeHTKe
HOBBICU/IN J03Y 3Kynm3yMaba o 1200 mr 1 pa3 B 2 Hefl, OFHAKO
COCTOsIHME IUIOfA CTabUIN3MPOBATh He YAaNOCh, YTO HOTpebo-
Ba/I0 JOCPOYHOIO POAOpaspelIeHNs] Ha CPoKe OepeMeHHOCTH
28 Hen. Macca mioma cocraBmia 660 T, oljeHKa 10 IKage Ar-
rap 5/7 6amnoB. CoCTosAHME HOBOPOXKIEHHOIO OBbIZIO KpailHe
TSDKENOE, JMAarHOCTMPOBaH BPOXK/IEHHBI CEIICHC, MMCCEMIHMN-
POBaHHOE BHYTPUCOCYAMCTOE CBepTbIBaHME, M, HECMOTPs Ha
VMHTEHCUBHYIO TEPAIuIo, yepe3 1 cyT u 12 4 HacTynmia CMepTh.
ITO eAMHCTBEHHBII CTy4art rubeny HOBOPOXK/IEHHOTO B HAllleM
VICCTIeNoBaHMM. B 11e10M cOCTOsIHE HOBOPOXKEHHDBIX YIOBJIET-
BOPUTENBHOE.

AHanmu3Npys COCTOsIHME 3[JOpPOBbsA JleTeil, POX/I€HHbIX
6onpHbIMY ITHT, MOXXHO KOHCTaTHMPOBATh, YTO B L[eJIOM OHO He
OT/IMYAeTCs OT OOLENONY/IALMOHHOr0. B faHHOI rpymie mmpe-
Ba/IMPOBA/IN OCOOEHHOCTH, CBA3aHHbIE C JOCPOYHBIM POZIOPas3-
peuteHneM (HM3Kasi Macca IpU POXEHUN, TUIIEPMETPOIINS).
B 1 cny4ae y pebenka B BospacTe 1 roga HMarHOCTMPOBAHA
OIlyXO/Ib MO3I4, 110 IIOBOJly KOTOPOJ IIPOBE/ XMMUOTYI€EBYIO
Tepammio ¢ 3¢ deKToM, B HacTosillee BpeMs 3a0oneBaHMe B pe-
muccun. Katamues gereitr cocrasnsger ot 0,5 roga o 6 ner.

OO6cyxaeHne

O‘IeBI/I,[[HO, 49TO IpMMEHEHNE 3Ky)1M3yMa6a BO BpeMA 6€p€-
MEHHOCTU YIy4lIaeT MCXOAbI VI CHVDKAET PUCK OCITO)KHEHMIA.
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ORIGINAL ARTICLE

ITogo6HBle pesynbTaThl Hambosee BEPOSITHO OOYC/IOBIEHDI
TApreTHOI O/I0KA/I0I CCTEMHOTIO HETaTUBHOTO BIIVSHIUSA KOM-
IIeMEHT-OIIOCPeflOBAHHOTO TeMomnu3a [3].

VI3BeCTHO, 4TO [i/151 HOPMAJIbHOI 6epeMeHHOCTH XapaKTep-
Ha usmonorndeckas Mporpeccupyomlas akTuBaLus CUCTEMbI
CBepTbIBaHNUA KPOBM, He NPUBOAAIIAA K OCTOXHEHUAM BHE
IOTIOMHUTENbHBIX pakTOopoB prcka. Ho, kak M3BeCTHO, XpPOHM-
wecknit remonu3 npu ITHT sBiisieTcst 3Ha4MMbIM TpoM60dum-
4ecKuM cocTosiHMeM. I1ogo6HOe [BOITHOE M3MeHeHMe OalaHca
B CUCTeMe IeMOCTa3a CO3/IaeT OYeBU/HBIN I'MIIepKOATY/IALMN-
OHHBIIT cTaTyc 6epeMenHbIX ¢ [THI 1 3HaUMTENbHO MOBBILIAET
PUCK TPOMOO30B Kak y MaTepy, TaK M B CUCTeMe IUTaljeHTa—
oy (4, 5].

CormacHO MMeIIUMMCA JTUTepaTyPHBIM [JaHHBIM HasHa-
YeHUs] CTaHJAPTHOM TPOMOOMPOGUIAKTIKY B JAHHOM CIIy-
Yae HeOCTATOYHO: TPOMOOTIIECKIIE OCIIOKHEHMS CIIOCOOHBI
pasBuBarbcs y 6ombHbIx ITHI make Ha ¢oHe remapuHoTepa-
nun. ITo cnmosam L. Luzzatto, npefcTaBuBIIero faHHbIe O TPOM-
6OreHHOM pUCKe TIpU XpoHMYecKoM remonuse, ITHI' - camoe
MOIIIHOE U3 IPUOOPeTEeHHBIX TPOMOOPIINYECKINX COCTOSHMIL,
M3BECTHBIX MenuuuHe [1, 6].

Puck TpoM6030B pas3nMYHON JIOKAIM3ALNNA 3HAYUTE/Ib-
HO IIpeBBbILIAeT COBOKYIHBIN PUCK IS BCeX HACeNCTBEH-
HBIX TpoMbodumnmit gaxxe BHe GepemeHHOCTH [2]. ViMeHHO
IO3TOMY OepeMeHHOCTb KaK CaMOCTOATENbHBIN (akTop
TPOMOOTEHHOIO PHCKa SABIAETCA MEePUOMOM >KU3HU OONb-
Hoit ITHI, tpebyrommumM TpoM60npoduIakTuKy, mpuieM Kak
BTOPUYHOIL, TaK 1 nepuuHoit. Hasnavenne HMT (a nmenHo
3TM Ipenaparbl Hambonee 9¢dexkTUBHBI M Ge30macHbl A
TPOMOONIIPOPUIAKTUKY BO BpeMsA OepeMeHHOCTH) TpebyeT-
cs1 BceM GepemennsiM ¢ ITHT B fjomonHeHye K aKyausyMa-
6y [7]. Orpannyenne npuema HMI moxxeT 6bITH 06yCIOBIE-
HO TOJIbKO BBIPQ)KEHHOI TPOMOOLMTOIIEHME!! U Pa3BUTHEM
reMopparn4ecKkoro CMHApoMa.

Oco6blit MHTEpec NpencTaBiIsieT puck passurus 113, Vs-
BECTHO, YTO 3TO COCTOsHME IpEeNCTaB/sieT cOOOil IIalleH-
Ta-aCCOLMMPOBAHHOE OC/IOKHEHNUe C PasBUTUEM apTepuab-
Holi runeprensuu (Al), IPOTEMHYPUM U HPOrPeCcCUPYIOLIETO
YXYAIIEeHNsT KIMHIYeCKOTO COCTOSIHYSI GepeMeHHOIL, YTO fierna-
eT HeoOXOIMMbIM HOCPOYHOE SKCTPEHHOE POJOpaspelleHle.
II9 - cocrosHMe, cBA3aHHOE C NOBBIIIEHHON aKTUBHOCTDHIO
CUCTEMBl KOMIUIEMEHTA, 3, COOTBETCTBEHHO, IIPM MCXOMHOI
KOMIIJIEMEHT-OIOCPeJOBaHHOM TMaromorny, Takon kak ITHI,
PUCK MOfIOOHBIX OCTIOXKHEHMIT Bo3pacTaeT. Hapyuienne nHsa-
3un Tpodobracta MPUBOSUT K PA3BUTUIO MIIEMUM IIAL[eH-
THI U ellle 0 KIMHUYecKol MaHudecTanum I19 MoxeT cTaTb
TPUITEPOM IJIA JIOTIOIHUTETbHON aKTMBALVM CUCTEMBI KOM-
w1eMeHTa. KnmHmndecky aTo nposBsAeTcs B IpPOrpeccuy reMo-
7M3a, 4TO TpebyeT KOppeKumu Ho3bl 9Kynmusymaba. CoracHo
omnucaHusM 6epemenHocreit y 6onpubix ITHT I19 passuBanach
B 8-66% Crry4JaeB B 3aBUCHMOCTH OT KPUTEPUEB JMATHOCTUKIL.
O®ITH Taxxe ABIAETCA ONHOM M3 IIPUYMH HeOIaronpusATHBIX
aKyIIepCKMX 1cxofoB [4, 8]. OCHOBHOIT MeXaHU3M, MO-BUIM-
MOMY, OOYC/IOB/IEH YrHETeHMeM aKTUBHOCTM [{bIXaTeIbHBIX
(epMeHTOB 1 TPAHCIOPTa KNUCTIOPOAA K IUIOAY, T.€. MIIeMuelt
IVIAIeHTHL.

Kpome aHeMun u aKTMBalMM CUCTeMbl KOMIUIEMEHTA IIpu
ITHT na axymepckue nCXonpl BauAET HalM4Me XpPOHNIECKON
6omnesun modex (XBII), jaxe mpy UX coXpaHeHHOI QyHKIMM
(XBIT 1-i1 cremenn). Ilpegnonaraercs, uto XBII ecTs y Bcex
60mbubix ¢ [THT u umenno XBII sBristeTcs He3aBUCUMBIM (aK-
TOPOM PUCKA HEOIArONPUSTHBIX I€PUHATATIBHBIX MCXOLOB U
TUIIEPTEH3UBHBIX OCIOXHEeHuIL, B ToM uucne 119 [7, 9]. IToa-
TOMY ITOMMMO HAaCTOPOKEHHOCTM B OTHOIIeHMuM pasputud [19
HeoOXOf1IMa VICXOffHasA OlleHKa COCTOAHUA QYHKIMMU IMOYeK, a
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TaK)Xe CBOEBPeMeHHas [IMarHOCTMKA ¥ KOPPEKLMs TUIepTeH-
3MBHBIX paccTpoiicTB y 6epemennsix ¢ ITHT. ITox kmnuHndeckn-
mu npusHakamu XBII crefgyer moHMMarb m00ble M3MEHEHNA,
BBIAB/IsIEMblE IPU KIMHUKO-Ta00PaTOPHOM OOCIeOBaHNM U
OTpa’Kalollye MaTOJOTMYeCKMil IIPOoLecC B IOYEYHOI TKAHU.
K KnMHMYeCKUM NPOSABIEHUAM TaKXKe OTHOCAT CHUYKEHME CKO-
poctn kiay6oukoBoil ¢uabTpanuy Hike 60 mi/mMun/1,73 w2,
€C/IMl OHO BBICTYHAeT B PONM efUMHCTBeHHOro Mapkepa XBII.
Knmnundeckne npusHakyu XBII BeiABiAoTcsa ¥ 64% 6GOMbHBIX
ITHT [2,3,7].

Yacrory AT B HebepeMeHHOII nony/sAunyu 60abHbIx ¢ [THT
oT/enbHO He u3yvanu. OfHAKO B OIMCAHMAX Cepuit 6OIBHBIX C
nopaxeHmeM nodek Al IpeficTaB/IeHa KaK CUMIITOM, BCTpeYa-
IOLMIICA C BePOSATHOCTBIO 10 33% [10]. Ilpu mosBnennu mpo-
teuHypuu 6omee 0,3 r/cyT B codetannu ¢ AT fuarHoctupyercs
I19. Xponnueckas Al ysennumpaeT puCK OTC/IONKM HOPMaslb-
HO PacCIIOIO>KEHHOIA II/IALleHThI, OCTPOTO HAPYILIEHMs MO3IOBO-
ro KpoBooOpaleHus, oTcioiiku cerdatku [11]. Kpome Toro,
mpu XxpoHudeckoit Al Bblllle pyICK BOSHUKHOBEHNSA IIPOTPecc-
PYIOLIETro CMHPOMA 3aJJeP>KKI PasBUTHA IJIOfla Y aHTEHAT A Ib-
HOJI rubem, MMEHHO 03TOMy Koppekuusi AI' Heobxopuma ¢
CaMbIX PaHHMX CPOKOB OepeMeHHOCTI.

B Hacrosmee Bpems A nedenusa AT Bo BpeMs 6epeMeHHOC-
TY IPYMEHSIOT METVILOIY, aHTaTOHMCT KabLysi HUQeIUINH
u B-agpeHo60KaTOpbL. Bee aTH mpemaparsl MOIYT U JO/DKHBI
NIPUMEHATHCA B MOMYIALUN 60nmbHbIX ITHI. JIT060IBITHO, YTO
B 0630pe R. Kelly, onncasuiem 75 6epemenHocreit, y 61 maunu-
entky ¢ ITHT Ha doHe Tepammu sKynmsymMabom cpey IpUdnH
OpeXJeBPEMEHHBIX pofioB nomumo II9 orgenbHO oTMeyeHa
3ajiepXKKa pocTa 1 pa3BuTHsA Iwiofa (7%) u HeoOBACHUMOE Ta-
IeHue ypoBHs TpoMbountos (4%) [12]. B ciyuae coderanus
IpOrpeccupyroleil TPOMOOLMTOIEHNN ¢ HapacTaHUeM Ilede-
HOYHBIX TPAaHCAMMHA3 BCTAeT BOIPOC O PASBUTUM TAXKENIOTO
aKymepckoro ocnoxnenusa — HELLP-cunppoma. [lnnrenpHoe
BpeMsA CUUTaNoch, yTo reMomus npu ITHI umeer yerkme ot-
mmams ot HELLP [5, 13], ogHako 1o Mepe yBeMdYeHMst KO-
4ecTBa HAO/IONEHNIT 32 XO{OM O€PEeMEHHOCTI Y MAI[EeHTOK C
ITHT MBI CTaNKMBaeMcs CO CIOXKHOCTbIO AuddepeHnambHOI
myarHocTuky [14]. I19 xapakTepusyeTcs TOKaIbHON JUCpPETy-
JIALMEN CUCTEMBI KOMIUIEMEHTA B IutalieHTe [9, 12]. AkTuBa-
uya komemeHta npu HELLP-cunppoMe 6Gonee BbIpakeHa
M HOCUT CUCTeMHBIit XxapakTep. [Ipu 3ToM MHTepecHBIM Ipefi-
cTaB/sieTcst TOT (pakT, YTO, HECMOTPs Ha IIOBBIIIEHHBIN PUCK
II9 u BBICOKYIO YacTOTy runeppepMeHTeMIN, JOCTOBEPHBII
HELLP-cuHAgpOM KpaliHe pefiKo perucTpupyercs y 6epeMeH-
Hpix ¢ [THT

B 1entoM aKynusymab He TONIBKO IIpefoTBpalaeT TpoMbo-
TUYECKUe OC/IOKHEHUS BO BpeMs 6epeMeHHOCTM, HO ¥ CHM-
JKaeT PUCK IUIALIeHTa-aCCOLMMPOBAHHBIX HapyuieHuit [15],
a COOTBETCTBEHHO, CIIOCOOCTBYET ONTMMU3ALUN VICXOHOB Oe-
PEMEHHOCTH KaK /i1 MaTepy, TaK U /IS II7I0fA.

Heobxopgumo ormeTnts, 9to >KeHuyHel ¢ ITHI nomyyamn
KaK OpUTMHAIbHBII 9KyInu3yMab, Tak U POCCUIICKMIT 61oaHa-
JIoT 3KynMM3yMaba — mpemnapar JnmusapysA. bruoaHamoOrMYHOCTD
IAaHHOTO IIperapaTa TIjaTeNbHO MOATBep)KAeHa [16-18], u pu
€r0 Ha3HAYEHUM TAK)KE HE OTMEYAJ0Ch 3HAYMMBIX OTIUYMUIL B
Ipoliecce TepaIny BO BpeMs 6epeMeHHOCTIL.

3akAloueHue

Ha ocHOBaHMM MOTy4YEHHBIX IaHHBIX MOXXHO CJellaTh 3a-
K/II04YeHIe 0 BO3MOXHOCTH ieTOpoxeHnsA y 6onpHbIx ITHT mpu
co0TIofieHN Y psifia yC/I0BMIL B TeueH1e BCero pernpoayKTUBHOTO
HepUofa XM3HYU MAI[YIEHTOK HeOOXOIMMO OLIeHUBATh BO3MOXK-
HOCTb 0€30MacHOTO IIaHMPOBAHUA OEPEeMEHHOCTY Ha OCHO-
BaHUM aKTMBHOCTU CUMITOMOB 3aboseBanus. O6s3aTebHOM
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OLleHKEe TIOfIeXXaT CHMIITOMbBI T'eMOJN3a ¥ BBIPA)KEHHOCTDb
KOCTHOMO3TOBOJ HEJOCTaTOYHOCTHM, 3 TaK)Ke aHAMHe3 TPOM-
6030B 1 yHKIMA moveK. [IpepbiBaHIe He3aITAHMPOBAHHOI
XKestaHHOI GepemenHOCTH Y 601bHBIX [THI He pekoMeH0BaHO
B CIy4ae OTCYTCTBM BBIPAK€HHOI KOCTHOMO3TOBOI HE[OCTa-
TOYHOCTU ¥ aKTMBHOTO reMonusa. [Ipy Hanmmymy maHHBIX OC-
JIO)KHEHMIT [0 IUTAaHMPOBaHMsI GepeMeHHOCTI HeoOXoauMa ux
KOppeKLys.

B cBA3M ¢ BBICOKMM PVCKOM OCTIOXKHEHUI IIpU OTCYTCTBUM
CriennasbHOI Tepanny 6epeMeHHOCTD SB/IAETCSI CTPOTUM I10-
KaszaHMeM K Ha3Ha4YeHMUIO 9Kynamu3yMaba. YUuTeiBass Gpuanono-
rudeckue ocobeHHocTu 6epemenHocTy u marorernes ITHI, mpn
mporpeccuy 1abOPaTOPHBIX MIN KIMHNYECKNX TIPU3HAKOB Te-
MOJIM3a peKOMEHJOBaHO MOBBIIIIEHE eT0 HO3bl.

Puck runepTeH3MBHBIX PACCTPOICTB BO BpeMs OepeMeH-
HocTH, B ToM umcie 119, npu ITHT ocraercss moBbllIeHHBIM,
Ha)ke eCM TepaIysi SKynn3yMaboM Hadara 50 OepeMeHHOCTIL.
910 TpebyeT AMHAMMYECKOTO KOHTPO/S M CBOEBPEMEHHOII
KOPpEeKLMM BbIsAB/IEHHBIX VI3MEHEHMIA.

Takum o6pasom, Ha3HaueHNe KyIM3yMada [O3BOMAET He
TOJIBKO TIOBBICUTH BbDKMBaeMoCThb 60nbHbIx [THT, HO 11 BcecTo-
POHHe YIY4LINTDb Ka4eCTBO MX SKU3HU, BKIIIOYas BO3MOXKHOCTD
6€30I1aCHOTO POXKJEHNA JIeTell, COCTOsIHYE 3TOPOBbST KOTOPBIX
He OT/INYAETCSI OT OOIIEOY/ISIVOHHOTO.

PackpbiTie unarepecos. M.A. Bunorpazosa n A.Jl. Kymna-
IMH Y4YaCTBYIOT B Hay4HO-06pasoBaTe/nbHBIX IpoekTax AO
«'EHEPUYM». PI. llMakoB feKmapupyeT OTCYyTCTBME KOH-
¢bvKTa MHTEpeCcoB.
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Cnmcok cokpaueHmi

AT — aprepuanbHas TMIIEPTEH3Hs

HMI — Hu3KOMONEKYIISIpHBIE TeHapHHbI

ITHI" — mapokcu3MaibHast HOYHasi TeMOTTIOOMHY Ut

II3 — npesxnammcus
XBII — xpoHuyeckas 60JIe3Hb OUEK
OITH — deromnaneHTapHas HEJOCTaTOYHOCTD
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