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Pesrome. HaciencTBeHHbIi anHrmoHeBpoTudeckuii orek (HAO) — 310 ophaHHOE reHeTHUIeCcKoe 3a00j1eBa-
HUE ¢ ayTOCOMHO-JIOMUHAHTHBIM TUIIOM HAacCJIeIOBaHMsI, pACPOCTPAHEHHOCTh KOTOPOI'O COCTABJISIET MIPH-
MepHOo 1:50 000 6e3 1OCTOBEPHBIX Pa3IMUMi B pa3HbIX 3THUUYECKUX Ipynnax. OCHOBHBIMU KIMHUYECKUMU
nposiBaeHussMu HAO SIBISIOTCS peLIMAMBUPYIOIINE OTEKHU CIM3UCTBIX 000JI04YEK U IIIyOOKUX CJIOEB AE€PMbI
pa3IMYHOM JIOKAJIM3allMK, B TOM YKCIe XU3Heyrpoxalouieil. HemanoBaxXHO OTMETUTh TO, YTO OTEKM IIpU
HAO He conpoBoXIaloTcsl ypTUKAPHBIMU BBICHIIAHUSIMU U 3yJIOM, TaK KaK B Pa3BUTUM TaHHOIO 3a00JjieBa-
HUSI 3a1€iICTBOBAHbI COBEPILIEHHO MHbIE NATOr€HETUYECKUE MEXaHM3Mbl U MeauaTopbl. K pa3BUTHIO OTEKOB
MPUBOAUT MOBBIILIEHHOE BHICBOOOXIEHNE MearaTopa OpaiKMHUHA (HU3KOMOJIEKYJISIPHOTO HAHOIIeNTUIA,
BBI3bIBAIOIIErO YBEJIMYEHNE MPOHUIIAEMOCTH COCYAMCTON CTEHKM M 3KCTpaBa3allvio IJIa3Mbl) BCJICICTBUE
nedunura (HAO 1-ro Tuma) uam HapylieHus (yHKIMOoHaIbHON akTuBHOCTU (HAO 2-ro Tuia) MHruou-
topa Cl-actepasnl (C1-UHI). IIpu satom okoso 20% ciayyaeB HAO o0ycioBiaeHBI CIIOHTAHHOM MyTaly-
eii. Takke onucaHbl enMHUYHBIE ciydan HAQO, oOycnoBieHHbIE MyTallUSIMUA T€HOB aHTMOMO3TUHA, IJia3-
MUHOTeHa Wiu ¢akTopa XareMaHa. CUMIITOMBI JaHHOTO 3a00jieBaHUSI, KaK IpaBuU0o, MaHUMECTUPYIOT B
JIETCTBE, YXY/IIAIOTCS B HOAPOCTKOBOM BO3pacTe U MEPCUCTUPYIOT Ha MPOTSKeHUU Beell xku3Hu. Haubogee
yacTo Tpurrepamu orekos 1pu HAO SIBISTIOTCSI CTpecChl, TPaBMbl M MEAUIIMHCKIE BMEIIaTeIbCTBA, OJHAKO
MPUCTYIIBI MOTYT BO3HUKATh CIOHTAaHHO, 0€3 CBI3M C TEMM WJIM WHBIMU MPOBOLMPYIOIIMMU (haKTOPaMH.
BepeMeHHOCTb MOXET OKa3bIBaTh pa3JIMYHOE BIMUSHUE HA TeuyeHUe 3a0ojieBaHus. B pe3ybraTte ropMOHAaIb-
HBIX UBMEHEHUI Y KeHIIIMH BO BpeMsi 0EpeMEHHOCTU BO3MOXKHO yXYAIlleHHe TeUeHUs 3a00JieBaHusI C yJa-
IIEHUEM TIPUCTYIIOB aHTMOHEBPOTUYECKNX OTEKOB, OTCYTCTBME 3HAYMMOM IrHaMUKK TedeHUst HAO wim
NOCTVDKEHUW KJIMHUYECKOM PEMUCCHS TaXke B YCIIOBUSIX TOJTHOM OTMEHBI Tepanuu. Y ImauueHTok ¢ HAO
npu 6epeMeHHOCTH aHTU(UOPUHOIUTIIECKAST Teparsl UMeeT HU3KYIO 3((EeKTUBHOCTD, a UCIIOIb30BaHNE
aTTEHYMPOBAHHBIX aHIPOTeHOB M aHTAarOHUCTOB OPaIMKIMHWHOBEIX PEIIETITOPOB ITPOTUBOITOKA3aHO, UTO CY-
IIECTBEHHO CYKaeT KPYT TepalleBTUYECKUX BO3MOXHOCTEe. B HacTosmee BpeMs, HECMOTpsI Ha OTCYTCTBUE
PaHIOMM3UPOBAHHBIX KIMHNUYECKNX WCCIIEIOBAHMIA, B KauecTBe nepBoil tuHnN Tepanun HAO mpu Gepe-
MEHHOCTH PEKOMEHIYETCSI MCITOJIb30BaTh HATUBHBIN C1-MHIMOUTOP B CBSI3U C €T0 BBICOKOM 3(PheKTUBHO-
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CThIO U 6e30nacHOCThI0. Cl-MHIMOUTOP SBJSIETCS MpenapaToM BbIOOpa Kak ISl KYMUPOBaHUS NPUCTYIIOB,
TaK 1 JIJIsl KpaTKOCPOUHOI /TOJATOCPOUHOM TTpohMIaKTUKK. [JaHHOe KIIMHUYECKOe HA0JIIoIcHUE IEMOHCTPH -
pyeT BapUaHT yXyIIIEHWsI TeYEHUSI HACIeICTBEeHHOTO aHTMOHEBPOTUYECKOTO OTeKAa y MallMeHTKU BO BpeMs
OepeMeHHOCTHU. B cTaTthe onucaH ycrieuHblil onbIT gojarocpouyHoil npoduiraktuku HAO HatuBHbIM Cl-uH-
TMOUTOPOM BO BpeMsI OEPEMEHHOCTH, POJOB M PAHHETO MOCIEPOAOBOTO MEpUOAa y MAIMeHTKH, MIPEXIe He
MoJTy4aBIlIel JIeYeHNE.

Karouesnie cnosa: nacneocmeeHHblil aHUOHEBPOMUYECK UL OmeK, bepeMeHHOCMb, 00A20CPOYHAs NPOPUAAKMUKA

SUCCESSFUL LONG-TERM PROPHYLAXIS OF HEREDITARY
PREGNANCY-ASSOCIATED ANGIOEDEMA WITH PLASMA-
DERIVED C1-INHIBITOR CONCENTRATE: A CASE REPORT

Demina D.V.2 Makeeva A.0.2, Kudelya L.M.», Novikova E.V.",
Kozlov V.A.2

¢ Research Institute of Fundamental and Clinical Immunology, Novosibirsk, Russian Federation
b Novosibirsk Regional Clinical Hospital, Novosibirsk, Russian Federation

Abstract. Hereditary angioedema (HAE) is a rare autosomal dominant disease caused by quantitative (type I)
or functional (type II) deficiency in C1 esterase inhibitor (C1-INH). It may be caused by new mutations in
up to 20% of patients. Prevalence of HAE is uncertain but is estimated to be approximately 1 case per 50,000
persons, without known differences among ethnic groups. C1-INH protein is a serine protease inhibitor that
is important in controlling vascular permeability by acting on the initial phase of the complement activation,
blood clotting, and fibrinolysis. Deficiency in functional C1-INH protein permits release of bradykinin, a
key mediator of vascular permeability. Symptoms typically begin since childhood, worsening at puberty, and
persist throughout the life, with unpredictable clinical course. The patients with HAE suffer from recurrent,
acute attacks of edema that can affect any body sites, causing potentially life-threatening disorders (laryngeal
edema). Results of clinical studies show that minor traumas, stress and medical interventions may be frequent
precipitants of swelling episodes, but many attacks occur without an apparent cause. Pregnancy-associated
hormonal changes may affect the course of C1-INH angioedema attacks by worsening, improving, or having
no impact at all, but a higher percentage of pregnant women experienced an increase in C1-INH-HAE
attack rates. Therapeutic options for patients with HAE are limited during pregnancy. C1-INH concentrate
is recommended as the first-line therapy for pregnant women with HAE for on-demand treatment, short-
term and long-term prophylaxis, due to its safety and efficiency. Other therapies, e.g., treatment with fresh
frozen plasma, androgens, icatibant, antifibrinolytics, may show variable efficacy, or cause undesirable side
effects. The case below illustrates the successful treatment of HAE in a pregnant woman with C1 esterase
inhibitor (C1-INH) concentrate. This patient had a very mild course of HAE during her lifetime and didn’t
get any treatment. During pregnancy, she experienced a significant increase in the frequency of attacks, and
the decision was made to start replacement therapy with a plasma-derived, double virus-inactivated C1-INH
concentrate as a long-term prophylaxis throughout the full term of her pregnancy, before, during and after the
cesarean section delivery.

Keywords: hereditary angioedema, pregnancy, long-term prophylaxis

HAO c a6comotHbiM aedunutoM Cl-uHruoutopa
obo3Hauaercss kak HAO 1-ro tuma, a HAO c Ha-

AKTYyanbHOCTb

HaciencTBeHHBI aHTMOHEBPOTUYECKUI OTEK
(HAO) — »aT10 opdaHHOE reHeTnueckoe 3abosieBa-
HUE C ayTOCOMHO-JIOMUHAHTHBIM TUIIOM HacJea0-
BaHUS U MPUOIU3UTEIBLHON PACTIPOCTPAHEHHOCTHIO
1:50 000 [5, 15]. Boaee 95% cocTaBiIsSIIOT caydau C
necdunmrom/HapymeHueM ¢yakuun C1-UHIT, cBs-
3aHHble ¢ myTauueir B reHe SERPINGI. ITpu stom

pyureHueM GYHKIMOHAIBbHOU akTuBHOCTU Cl-
nHruouropa — kak HAO 2-ro tuma. Oxono 20%
ciyyaeB HAO o0ycinoBiaeHbl CHOHTAaHHOU MyTally-
eil. OTnenpbHO BBIIEISIIOT HECKOJIBKO PEIKO BCTpe-
yatoiquxcsd TMnoB HAO ¢ HOpMabHBIM YPOBHEM U
GyHKUIMOHAIBHOI aKTUBHOCTBHIO Cl-mHruouropa,
OO0yCJIOBJIEHHBIE MYTallMSIMUA T€HOB aHTMOIMOATUHA,
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ia3MuHoreHa uiu gaxkropa XaremaHa. OCHOBHBI-
MU KJIMHUYEeCKUMU TIposiBiieHnsIMru HAO sBistioTcst
PEeUMANBUPYIOIINE OTEKH CIU3UCTBIX OOOJIOUEK W
IIyOOKUX CJIOEB JePMBI Pa3IMYHON JTOKAIN3alluu, B
TOM YHMCJIe XU3HeYyrpoxkarolieil (0TeKU ropTaHu, Op-
raHoB OprolrHoi mojoct) [3]. K pa3Butrio oTeKoB
MPUBOIUT TOBBIIIIEHHOE BHICBOOOXKICHUE MEINATO-
pa OpagMKMHUHA (HU3KOMOJICKYISIPHOTO HAaHOIIEII-
TU/A, BHI3BIBAIOIIETO YBEIUYEHUE MMPOHUIIAEMOCTH
COCYOUCTOM CTEHKM M DKCTpaBa3aluio riasmsel) [10].
Cumntombl HAO 1MpoKO BapbUPYIOTCS MO 4acCTO-
Te, JOKaau3aluu W TSDKECTU, HE 3aBUCST OT THIIA
3a0o0jieBaHMsI, M, KaK TMpaBWIO, TeueHWe 3a0ojieBa-
HUE SBISICTCS HeIIpelcKa3yeMbIM HaxKe y ITallieH-
TOB, IJINTEJIPHO HAXOMSIIMXCS TOJ HaOII0ICHUEM
Bpaya M MOJyYalolIUX ageKBaTHyIO Tepamnuio [12].
Bo Bpems 6epemenHocTu, TeueHue HAO ¢ pepuiiy-
ToM/HapyieHreM GyHKImu C1-uHruonuTopa MOXeT
3HAYUTEJIBHO YXYIIIUTHCS BCJIEICTBUE TUIIEPICTPO-
TeHUM, OJHAKO B HEKOTOPBIX CIy4YasiX OTMEYaeTCs
peMUCCUS WM OTCYTCTBUE M3MeHeHuit [13]. Tlpu
9TOM 3a4acTyio yXYyAIIeHHWe TeYeHUsT 3a0oJieBaHUs
CBSI3aHO C CaMOCTOSIT€JIbHOM OTMEHOM IIpernapaTroB
st nojarocpouyHoit nmpodwiaktuku HAO mnipu Ha-
CTyIuieHuu 6epeMeHHOCTH [ 14]. Jaxe y onHOU U Toi
Ke XCHIIWHBI TIPU Pa3HBIX 0EPEMEHHOCTSIX MOXKET
HAOJIIOIAThCS OTJIMYHAS TMHAMUKA TCYCHUS 3a00-
neBaHud [1]. HeocltoxkHeHHBIE €CTeCTBEHHbBIE POIbI
peako mpoBouupyior HAO, ogHako peKOMeHIyeT-
¢S MTHTEHCUBHOE HaOII0IeHE 3a POAMJIBHUIICH Kak
MUHUMYM B T€UEHUE MEPBBIX 72 4aCOB MOCIEPOIO-
BOro mepuojaa. IpymHoe BCcKapMIMBaHME YacTO ac-
COLIMMPOBAHO C yJalllecHNeM a0IOMUHAIBHBIX aTaK 1
OTEKOB JIMIIa, TIPU 3TOM OTMEHSITh €r0 He PEeKOMEH-
JIYeTCSl UCXO/Isl U3 HEOCTIOPUMOI MOJIb3bI 1151 peOeH-
ka. KecapeBo ceueHue, Kak 1 Apyrue orepaTuBHbBIC
BMeIIIaTeIbCTBA, OCOOEHHO TIpU HEOOXOAUMOCTU
OpPOBEACHUSI SHAOTpaxeajJbHOTO HApKO3a, 4YacTo
CIIY>KUT TPUTTEPOM BO3HUKHOBEHMSI aHTUOHEBPOTH -
YEeCKUX OTEKOB C XKM3HEYIpoXKalolllel JIoKaau3alim-
eii. Bo Bcex BblllleyKazaHHBIX CIydassx HEOOXOAUMO
WMeTh MperapaThl Ui KyMUpOBaHUSI TPUCTYIIOB,
a Tpu OIepaTMBHOM BMeENIATEIbCTBE — IPOBOIUTH
KPaTKOCPOYHYIO IIPOMMIIAKTUKY COTJIACHO CYIIe-
CTBYIOILIMM cTaHmapTam [6, 7, 8, 13].

B HeKOTOpPHIX ciiydyasix MpU YXYAIIEHUU TeYCHUS
3a007eBaHUsI BO BpeMsl OepeMeHHOCTU (ydalleHue
MPUCTYIIOB O0JIee OHOTO pa3a B MeCsIl, HEBO3MOX-
HOCTb KyIMPOBaTh MPUCTYITHI B JOMAIITHUX YCJIO-
BUSIX, BO3HMKOHOBEHNE AHTMOHEBPOTHMYCCKUX OT-
€KOB KM3HEYTIPOXaIIINX JIOKAJIN3alliii) ImoKa3aHa
NoJAToCpoYHasl TipodunakTuka. Jiasg nauTenbHOMR
npodunaktudyeckoit Tepanun HAO ucrnonb3yloTcst
aHTUGUOPUHOMUTUKM (TpaHEeKcaMoBasi KHUCJIOTA),
aTTeHyUpOBaHHbIE aHaporeHbl (maHazon) u Cl-
uHruourtop. Ilpu sTOoM BO BpeMsi OGEepeMEHHOCTU
aHTU(UOPUHONUTHYCCKAST Tepaltisl UMeeT HU3KYIO

3(pGEeKTUBHOCTD U PSIT OTPAHUYCHH, MCIIOJIH30Ba-
HHE aTTEHYMPOBAHHBIX aHIPOTeHOB HE PEKOMEH-
IyeTCsl M3-3a BBICOKOW YaCTOThI HEXeIaTeJIbHBIX
JIEKApCTBEHHBIX pPEaKIMii, a TakKKe HEraTMBHOTO
BAUSIHMS Ha 1u1od. Micxomst M3 3Toro B KayecTBe Mpe-
mapaTta BBEIOOpa PEeKOMEHIYeTCsS MCIIOJb30BaTh Ha-
tuBHbI Cl-unrudutop [9]. B Poccuiickoii ®Dene-
palliy B HACTOSIICe BPeMsI 3apeTUCTPUPOBAH OOUH
npernapaTt HaTuBHoro Cl-uHrudburopa — bepunept
(Berinert® P, ZLB Behring, Map0Oypr, Tepmanus).
Tak kxak HAO sgBnsieTcst odeHb peaKuM 3aboJjieBa-
HUEM, JaHHBIC JINTEPaTypPhl 00 OMBITE MPUMEHEHUS
HatuBHOro Cl-mHruébuTopa Tipu OepeMEeHHOCTU
OrpaHNYCHBI KIMHNYCCKIMU HAOIIONCHUSIMUA U HEe-
CKOJIBbKMMU 00CEepBalIMOHHBIMU UCCIIETIOBAaHUSIMU, B
CBSI3U C UYeM OIMMMCAaHWE KaXKIOTO MTOJO0OHOr0 KIIMH-
YeCKOIo CiIyvast SIBJISICTCS KpaliHe aKTyaJbHbIM.

OnucaHue crnyyas

IManuentka A., 1984 roma poxmeHus, oOpaTu-
J1ach Ha KOHCYJIBTAIIMIO K aJIJIePTrOJIOry-UMMYHOJIOTY
B okTs16pe 2018 roaa ¢ xkamodaMu Ha ydalleHue mpu-
CTYIIOB TIepUdeprIeCcKUX OTEKOB 10 2 pa3 B HEJEIIO
BO BpeMs 1-To TpuMecTpa 0epeMeHHOCTH.

M3 anamHe3a: B Bo3pacTte 3 JIeT BIIEpBbIE IIO-
SBWINCH TIepUdeprIecKie OTEKA Ha CTOIax M TO-
JieHsIX. Y Bpaya He HaOJwojaiach, He IPOoXoauia
oOcrienoBaHe, He IToJydaja Tepaluio. TpurrepamMu
oTtekoB BoicTynanu yumnosl, OPBU. B cembe B0O3-
HUKHOBEHHE CIOHTAHHBIX ITepUPEPUICCKUX OTEK-
OB HaOJIIOAJIOCh Y POJACTBEHHMKOB MO OTILIOBCKOM
anaur. B 2012 rogy BO3HUK 3130/ BHIPAXKEHHOTO
oTeKa JiMila, OTeK TOPTaHW C HETOJIHBIM Hapyllle-
HUEM IBIXaHUS TIOCJIe 3KCTpaKLMMU 3yda, Tepartus
TTIOKOKOPTUKOCTEPOUAAMU, aHTUTUCTAMUHHBIMUA
npernapatamMu He ObLna 3¢ dekTuBHA. BriepBbie 00-
patuiach K ajjIeprojiory-MMMYHOJIOTY, KOTOPbIM
ObUI YCTAHOBJIEH IMArHO3 «HACJIEICTBEHHBII aHIMO-
HEBPOTUYECKUIA OTEK 1-ro Tuma», moaTBEPKIAEHHbII
JJabopaTOPHBIMU JAaHHBIMU: CHUXKeHHUe ypoBH Cl-
nHTromnTopa no 3,7 r/a (Hopma 23-41 r/1) m aKTUB-
Hoctu Cl-umHruoburopa no 8,2% (Hopma 70-130%) B
kimHuKe nmmyHonatonorun HUUOKU. JleueHue
He TIPOBOJIMIIOCh.

ITo npuymrHe yyacTUBIIMXCSI OTEKOB BO BpeMsi Oe-
PEMEHHOCTH OBIJIO TMPUHSITO PellieHre O J0JTOCPOY-
Hoit mpodpunaktuke HAO mpemapaToM HaTUBHOTO
Cl-unruburopa (Berinert®) mo cxeme: 1000 ME B/B
cTpyiiHo 1 pa3 B 4 gus. Ha (poHe Tepanuu peiuanBoB
oTekoB He Obuto. B sHBape 2019 rona BbImosHEHa
omnepalus KecapeBo CeUCHHE.

M3 akylrepcKo-ruHeKOJIOTUYeCKOTO aHaMHe3a:

bepemennocts 3. Ponwr 2. INpenwiaymiue Gepe-
MEHHOCTHM TpOoTeKaii 0e3 TIPUCTYNOB aHTUOHEB-
POTHUUYECKMX OTeKOB. IlepBbie poabl oIepaTUBHBIC,
CBOEBpEMEHHBIE — TIUIAHOBOE KecapeBO CedYeHUe.
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Kpartkocpounas npodunaktuka HAO niepen onepa-
TUBHBIM BMeEIIaTeIbCTBOM He TpoBoauiaack. Hacro-
smme poabl 23.01.2019 rona, cBoeBpeMeHHbIE, OIle-
paTHMBHbIE, TPOBOAMIIOCH KecapeBo ceueHue. [lepen
poImopa3pellieHuneM BBOOWICS B/B CTPYHHO HATHUB-
HbIll C1-unruourop 1500 ME 1 nHTpaomnepaumoHHO
1000 ME. Taxxke B/B cTpyiiHo BBoamiaock 1000 ME
HatuBHOro Cl-uHruouTopa Ha 5-e¢ CyTKM MocJje po-
JIOpa3peIICHMS.

Ponbl 1 mocieonepalilMoOHHBIN TTEPUO TTpOTeKa-
1 6e3 OCJIOKHEHMI u 6e3 peuunanBoB oTekoB. [1o-
mumo Cl-uHruburopa rojydyana cTaHAapTHOE Jie-
yeHue: OkcurtouuH 5 EJl B/M 2 pa3a B neHb 6 gHEi,
®parmun 0,2 1/ 2 pa3a B ieHb 5 nHei, Kerornpoden
2,0 B/M Ne4, ousunoneueHue. PebeHoK poauiics n0-
HOIIIEHHBIM, 8/9 OaytoB 1o mikaie Amnrap. [lepuon
ajanTaluy rpoTeKkan 6e3 nociaeactsuii. Bckapmnu-
BaJICS Tpydblo Mo TpeboBaHUIO. PesyybraThl j1abo-
PaTOPHBIX U MHCTPYMEHTAJbHBIX HCCIECIOBAaHUI B
npeaesiax HOpMBbI.

B Hacrosiiiee BpeMsi peOEHOK pa3BUBAETCS CO-
IJIAaCHO BO3PacTy, HAXOMUTCS Ha TPYTHOM BCKapMIIM-
BaHUM. BpoxkKIeHHBIE TIOPOKU Pa3BUTHUSI OTCYTCTBYIOT.

IManmenTka B Hacrtosiee BpeMs nojydaetr Cl-
MHTUOMTOPOM TSI KYITUPOBAHUS OCTPHIX aTak. OTe-
KU peLUIMBUPYIOT pa3 B 2-3 HeJeIu.

ObcyxaeHwe

B maHHOM KJIMHUYECKOM cjlydyae TpelacTaBjicHa
ManneHTKAa C HACJICACTBEHHBIM aHTHOHEBPOTHYC-
CKMM OTEKOM IepBOro Ttumna (o pesyjabTaTaM Ja-
OOpaTOPHBIX UCCIIEIOBAHUU CHIDKEH KaK ypOBEHb
Cl-unruburopa, Tak U ero (GyHKIMOHabHAas1 aK-
TUBHOCTH). AHaMHE3 M KJIMHWYECKash KapTUHA J10-
CTaTOYHO XapaKTepHBbI IS TAHHOTO 3a00JIeBaHMUS:
TIPOCJIEXKNBACTCS ayTOCOMHO-TOMUHAHTHBINM  TUII
HacJeqOBaHUs, TEPBble KIMHUYECKUE CUMITOMBI
BO3HUKJIM B paHHEM IETCKOM BO3pacTe, TpUITepa-
MU OTE€KOB BBICTYITAJIM TPaBMbl, BUPYCHBIC MH(MEK-
U1, MaJIOMHBAa3UBHbIE MEIUIIMHCKNE BMeEIIaTeIb-
ctBa (9KcTpakuus 3yo6a). Ilpu 3TOM y manueHTKUA
HabJIIoJaloch NOCTaToyHO Jerkoe teyeHue HAO
06e3 aOmMOMMHAIBHBIX aTakK, C PSOKUMU SITU30JaMU
nepudepruyecKrux OTeKOB U OTCYTCTBUEM KJIUHUYE-
CKHMX CUMIITOMOB BO BpeMsI TICPBOIT OEpeMEeHHOCTU 1
OIepaTUBHOIO pornopaspelineHus. Bo BpeMs1 nepBo-
o TPMMECTpa TpeThell OepeMeHHOCTH (BTOpast ObLia
npepBaHa MEAMKAMEHTO3HO MO >XEeJaHUIO MallueHT-
K1) BO3HUKIJIO 3HAYMMOE IIPOTPECCUPYIOIIEe YXYII-
IIEHWEe KJIMHUYECKUX CUMIITOMOB 3a0ojieBaHUs, C
peuuaMBamMu TiepudepudecKux OTeKOB J0 2 pa3 B
HEJIEJII0, YTO TTOATBEPKIAET JIUTepaTypHbIE NTaHHbBIE
0 HempeacKa3zyeMoOM TeUeHU Y 3a00ieBaHs BO BpEMs
OGepemeHHOCTH [16]. B momoOHBIX ciydyasx HauboJiee
1eJecoo0pa3Ho TpoBeIeHUEe IIUTEIbHON Tpodu-
JTakTrU4ecKoit reparmu [9]. [1permapaTom 1repBoit 1m-

HUU Ui TONTOCpOoYHOU Tpoduimaktuku HAO mipu
OepeMeHHOCTHU ABsieTcss HaTUBHBIN C1-uHTUOUTOD,
obnangaronuit BbICOKON 2(M(MEKTUBHOCTHIO U OITU-
MaJIbHBIM TIpo(druieM Ge3onacHocty [1, 16]. Brep-
Bble ycrielmiHoe npumeHeHue Cl-mHruourTopa st
KyrpoBaHus puctyrnoB HAO mpu 6epeMeHHOCTH
onucaHo B 1988 romy, ogHako aBTOPHI yKa3bIBalOT
Ha HEKOTOpBIE OTpaHUUYCHUsI, CBSI3aHHBIC, B TICPBYIO
oyepellb, C BBICOKOH CTOMMOCTBIO M HU3KOU TOCTYII-
HOCTBIO mperapara [15]. DddexkTnBHOCTL TTpOdPU-
JJakTU4ecKoro mpuema HatuBHoro Cl-mHruourtopa
(Berinert®) y OepeMeHHON >XEHIIUHBI BIEPBHIC
Obuta mokazaHa B 1999 roay [11]. B ssuBape 2006
roga B KJIMHWUYECKOM HAOJIOAEHUM TIOKa3aH OIBIT
tepanmuu HAO HuU3KMMU n03aMH JaHa3o0ja B code-
TaHuu ¢ npuMeHeHueM Cl-uHrubuTopa Wist Kynu-
poBaHMs TIPUCTYIOB. I[IpodumakTudyeckuii mpuem
aTTEHYWPOBAHHBIX aHAPOTCHOB HE CHIDKaJ YacTO-
Ty, IUIMTEJIbHOCTh Y1 MHTCHCHUBHOCTH MPUCTYIOB, B
pe3yibrare 4yero yepes 6 Heaesb ObIJIO MPUHSITO pe-
IICHUE O JOJITOCPOYHOI MpOoGUIAKTUKE HATUBHBIM
Cl-unruburopom [18]. s mpeaoTBpalleHUs] U
KynupoBaHus npuctynos HAO nipu 6epeMeHHOCTU
OOHOKpaTHasl ONTHMajbHas no3a HatmBHoTOo Cl-
uaruouropa-1000 E, moza 500 E/I moxeT OBITH
Hea(hhHEKTUBHOU, OCOOEHHO BO BTOPOM U TPEThEM
TpUMECTpE, a TaKxKe IpU Bece OepeMeHHOI 0osee
60 xr [2]. ITo pe3syabsraTaM OOCEPBALIMOHHOIO HKC-
ciegoBaHus 39 GepeMeHHOCTEe y 22 MalMeHTOK C
HAO, nonyuyaBmiux Cl-uHrubéburop (pa3oBas 103a —
500-1000 EN), xak mjist 1OJTOCPOYHOU mpoduiak-
TUYECKOU Teparmuu, TaK U I KyIUPOBaHUS TIPU-
CTYNOB, Obllla TOKa3aHa BbICOKasI 3(P(PEKTUBHOCTH
M OTCYTCTBHEC HEXKeEJaTCIbHBIX JICKAPCTBEHHBIX
peaxkuuii [4]. Hu B ogHOM McclienoBaHUU He OBLIO
BBISIBJICHO HETaTUBHOTO BIIMSTHUS Ha TeUeHUE Oepe-
MEHHOCTH WJIN TePaTOTeHHOTIO MefCTBUS HATUBHOTO
Cl-uHruburopa.

3aknoyeHne

JaHHBIA KJIWMHUYECKUI Ccly4yail JeMOHCTpU-
pyeT BBICOKYIO 3(P@PEKTUBHOCThL U 0€30I1acCHOCTh
JIOJITOCPOYHOU  MpOMUIAKTUKUA  HACJIEACTBEHHO-
r0 aHTMOHEBPOTUYECKOTO oOTeka HaTuBHbBIM Cl-
nHruouropom (Berinert®) npu GepeMeHHOCTH IO
cxeme: 1000 El B/B pa3 B 4 nHS Ha NPOTSKEHUU
Bcelt 6epemenHoctu, 1500 EJl nepen onepaTUBHBIM
ponopaspemieHuem, 1000 EJI mHTpaorepalmoHHO
u 1000 EJI Ha TpeTbU CyTKM IOCIEPOAOBOTrO MepUo-
na. [1pu oTCYTCTBUM BO3MOXKHOCTU TaKOI Tepamuu
clieayeT pacCMOTPETh MpUeM aHTU(PUOPUHOJIUTUKOB
(TpaHeKkcaMoBasi KMCJI0Ta, aMMHOKAIIpOHOBasi KHUC-
JIOTa) WJIN aTTEHYUPOBAHHBIX AHIPOTEHOB (JJaHA30.1)
B coueTaHUM C ucnojibdoBaHuem Cl-mHruouTOpa
WA CBEXE3aMOPOXEHHOW TIa3Mbl UISI KyIMUPOBa-
HUSI MPUCTYMOB, YTO, OJHAKO, COMPSIKEHO ¢ OoJee
HU3KOU 3(P(HEKTUBHOCTBIO UM BBICOKOW YacTOTOM
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HeXeJaTeJIbHBIX JISKAPCTBEHHBIX peakumii. OmHako
cXeMa Teparnuu J0JDKHA IToA0MPaThCs MHAWBUTYaJTh-
HO C YY€TOM OCOOCHHOCTEI KIMHUYECKOIO TeUCHUSI
HAQO, GepeMeHHOCTM M COITYTCTBYIOLIUX COMATH-
YecKMX 3a00JIcBaHUI, a BeIeHNE TaKMX IMallMEHTOK
JIOJDKHO OCYIIECTBIISITHCS TIPU TIOCTOSTHHOM B3aMO-

JIEVCTBUM aJuIeprojiora-MMMYyHOJIOTa, aKyliepa-TH-
HEKOJIOTa W IPYTUX CITCIINAJINCTOB.

KondaukT unrepecon

ABTODBI JACKJIAPUPYIOT OTCYTCTBUE SIBHBIX U I10-
TeHLUAIbHBIX KOH(MIMKTOB MHTEPECOB, CBSI3aHHbBIX
¢ MyOJIMKAIINeil HACTOSIIIICH CTaThH.
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