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N.E. I'ypbsanosa', F0.C. ’Kapankosa',
H.B. OBcsanuk?, B.W. Jledenn?,
A.B. CotHuena’

BEPEMEHHOCTbD, POJIbI M IOCJEPOJAOBBIN NEPUOJ Y )KEHIIIUH
C HACJIEACTBEHHBIM AHTHOOTEKOM C JE®@ULIUTOM C1-
HUHI'UBUTOPA: OB30P COBPEMEHHBIX ITIOAXOA0B K BEAEHHIO
N AHAJIN3 JAHHBIX OITPOCA BEJIOPYCCKHUX TAIIMEHTOB

TV «PHIIL] oemckoti onkonocuu, eemamono2uu u ummyHonro2uuy, 2. Munck, benapyco,
200 «Ilomowb nayuenmam ¢ HaAcI1eOCMEEeHHbIM aneuoomekomy, 2. I poono, Berapycey

HacrnencTBeHHBIN aHTHOOTEK, 00YCIOBICHHBINA ASPHUIIMTOM WK (YHKIIMOHAIBHON HEIOCTa-
TogHOCThIO Cl-uaruduropa (HAO-CI-INH), TpeOyeT ocoboro BHUMaHUS TIpH BEIEHUH OepeMeH-
HOCTH B CBSI3U C HEMPEICKa3yeMbIM BIMSIHUEM TOPMOHAIBHBIX N3MEHEHUI Ha aKTUBHOCTH 3a0071e-
BaHMS1, PUCKOM Pa3BUTHSI TOTEHIINATIBHO TSHKENBIX MIPUCTYTIOB U HEOOXOIMMOCTBIO BBIOOpa Oe301ac-
HOU Teparuu I MaTepy U Iioza. B cTatbe cucreMaTi3upoBaHbl COBPEMEHHbIE TaHHBIE JTUTEPaTy-
PBI ¥ aKTyaJIbHbIE pekoMeHaaIuu 1o BeneHuro xeHmuH ¢ HAO-C1-INH Bo Bpemst OepeMeHHOCTH,
POIOB U IpyIHOro BekapmirBaHus. O000IIeHNE OIMyOIMKOBaHHBIX TAHHBIX JTEMOHCTPUPYET, YTO
HAO He siBisieTcst MpOTUBOIMOKA3aHUEM K peaTN3alii PENPOYKTHUBHBIX IJIAHOB. JJOMOTHUTEIBHO
MIPEICTABIICHBI PE3YJILTaThl aHKETUPOBaHUs 8 Oenmopycckux skeHmH ¢ HAO-C1-INH, nveBmux B
oOmielt cinokHoctr 19 6epemenHocTel, 14 13 KOTOPBIX 3aBEepIIWIMCH poamMu. B manHO# Koropre
TeYeHHUe 3a00JIEBaHUS XapaKTEePU30BaIOCh BEIPAKEHHOW BapHaOEIbHOCThIO: YBETMUEHUE YAaCTOThI
MIPUCTYTIOB OTMeYaJiochk B 6 u3 14 (42,9%) 6epeMeHHOCTEH, MPAKTUUECKU MOITHOE MpeKpallieHne
npuctynoB — B 5 u3 14 (35,7%), orcyTcTBHUE CyllleCTBEHHbIX W3MeHeHnid — B 3 u3 14 (21,4%),
IIPY 3TOM XapaKTep TEUCHUsI MOT' pa3lInuaThCsl MPH MOCIIe0BATENIbHBIX OepeMeHHOCTIX. B onHOM
ciydae abnomuHambHBIN TpucTynt HAO ObuUT paciieHEH Kak 0CTpast Xupyprudeckast aToiorus, 4To
TIPHUBEJIO K BBITIOJIHEHUIO amMEHAPKTOMUN Ha 26-i Henene 0epeMEeHHOCTH U TIOCTICIYIOMEMY TIpe-
KpaieHuto e€ pa3sutust. bonbimncTBo ponos (12 u3 14; 85,7%) nponsoliuin yepe3 ecTeCTBEHHbIE
ponoBblie myTH, a ipucTynbl HAO B nepBbie 72 yaca rnocie poaopa3penieHus: OTMEYaINCh B 3-X U3
14 cityuaes (21,4%). [IpenctaBneHHbIE B CTaThe aKTyalbHbIE MOAXO/bI K TEPAITUK U PO(UITAKTHKE
HAO-CI-INH moryT City>kdTh IPaKTUYECKUM PYKOBOJICTBOM IS CHIEIIUAJIMCTOB, YYaCTBYIOUIUX B
BeieHnu narreHToB ¢ HAQO, ciocoOCTBysI CBOEBPEMEHHOW TUAarHOCTUKE W JICYCHUIO TIPUCTYTIOB,
palroHAILHOMY BBIOOPY TE€panuy U YIyUIIEHUIO Ka4eCTBa )KU3HU MallieHTOB.

Kniouesvie cnosa: nacneocmeennwiii aneuoomex, Cl-uneubumop, bepemennocms, poobsl,
HAO-CI-INH

Beeoenue Mo ot nona. [Tosromy marmentsl ¢ HAO mo-

HaCHeHCTBeHHBIﬁ AHTHOOTEK (HAO) _ T'YT UCHBITEIBAaTh TPCBOT'Y B CBA3KU C BO3MOXK-

3TO peaKoe 3abojeBaHHE C ayTOCOMHO-IO-
MMHAHTHBIM THIIOM HacJeAOBaHHUs, Hauboiee
4acTo OOYCIIOBJICHHOE IaTOTCHHBIMU BapH-
antamu B reHe SERPINGI1, npuBogsmmu k
KOJIMYECTBEHHOMY JepuIuTy win (yHKIIHO-
HanmpHOM HemoctarouyHocTd Cl-mHTHOWTOpA
(CI-INH) [1]. AyToCOMHO-TOMUHAHTHBIN Xa-
pakTep HacnemoBanus onpezaenser 50% puck
nepenadr 3a00IeBaHMs TIOTOMCTBY HE3aBUCH-

HOCTBIO Iepeayn 3a00JeBaHNs TIOTOMCTBY, a
HEKOTOpbIe MPUHUMAIOT PELIEHUE 0TKA3aThCs
OT JIETOPOXKIECHUS UM UMETh MEHbIIIE JIETEH,
yeM xotenu Obl [2]. IIpu KOHCYNBTHPOBaHUU
TaKUX MalUEHTOB BAYKHO MOAYEPKHUBATH, YTO
Hanuuue HAO He NOMKHO MpensTcTBOBAaTh
peanu3alui PEenpoAyKTUBHBIX IIAHOB [1].
B HacTtosiiee Bpemsi CyIIECTBYIOT BBICOKO-
3 QeKTUBHBIE METOJbl Tepaluu, CIEKTP KO-

64 Meouko-6uonocuueckue npodremul xcuznedesmenvhocmu. 2026. Ne 3(39)



Knunuueckas meouyuna

TOPBIX IOCTOSHHO pacLIMpsETcs, a JOCTYI-
HOCTb MOBBIIIAETCS € KAXIbIM FO/I0M, 4TO I10-
3BOJIAET APPEKTUBHO KOHTPOIUPOBATH 3200-
JIeBaHuE, CHIKATh ero OpeMs ¥ CocoOCTBYeT
HOpMAaJTU3aI[1H KU3HH MAI[IEHTOB.

[Io maHHBIM pa3NUYHBIX HUCCIENOBAHUU,
pacnpoctpanénHocts HAO-C1-INH B 00-
1Ie NOMyJsALMU OLEHUBAETCS B JHANa3oOHe
ot 1:10 000 mo 1:150 000, Ho Hambonee ua-
CTO NpUBOAMMAS OLIEHKa COCTABIIET OKOJIO
1:50 000 [3]. HAO otHOcuTCS K OpaauKu-
HUH-OTMOCPEOBaHHBIM (hOpMaM aHIHOOTEKa
1 B OOJIBIIIMHCTBE CITy4aeB 00ycloBieH aedu-
uutoM Cl-unruburopa. B 3aBUCHMOCTH OT
ypoBHS U (pyHKIMOHANBHON akTuBHOCTU Cl-
INH sreimensror asa tuna HAO: HAO I tuma,
XApaKTEePU3YIOIUICA CHI)KEHUEM YPOBHS
C1-INH, u HAO II tuna, npu KOTOpoM ypo-
BeHb CI1-INH ocTaércs HopmanbHbIM, HO €T0
(yHKUIMOHAJIbHAS AaKTUBHOCTb COKpalleHa
[1]. KonnuecTBennslit aepuuut u/mnm QyHk-
nuoHanpHas HepocrarouHocTs C1-INH npu-
BOJAT K HAPYLICHUIO PETYIALUH TJIa3MEHHOM
KOHTAaKTHOH CHUCTEMbl M H30BITOYHOMY 00-
pa3oBaHuI0 OpaJMKMHUHA — Ba30aKTUBHOTO
MENTH/A, TIOBBIAIONIET0 [POHULAEMOCTD
COCY/IOB U BBI3BIBAIOIIETO Pa3BUTHE OTEKA [4].

IIpuctynst HAO xapakrepusyrorcs pe-
UUAUBUPYIOIIMM Pa3BUTHEM MOJKOXKHBIX H/
UM TNOJCIU3UCTBIX OTEKOB C IMpeuMylle-
CTBEHHBIM MOPAKEHUEM KOXKH, BEPXHUX JbI-
XaTeNIbHBIX MyTeH U JKETYIT0UHO-KUIIEYHOTO
TpakTa. KiMHHMYeckHe NposBIEHUS MOTYT
BKJIIOYATh JIOKaJbHbIE OTEKM, CBSI3aHHYIO
C HUMHU 00nb, c1abOCTh U JIPYTUe HECIell-
n(pryecKre CUMITOMBI; TSHKETBIE TPUCTYTIHI,
O0COOCHHO MpHU MOPAKEHUU TOPTAHU, MOTYT
MPUBOAUTH K YTPOXKAIOUIECH JKU3HH OOCTPYK-
LU JIbIXaTeIbHBIX MyTed u achukcuu [5].
st HAO cBolicTBEHHA BBIpaXE€HHas KIH-
HUYecKasi BapuabeabHOCTh: BO3pacT nebioTa
3a0oneBanus, JIOKaIU3alus, 4acTora U Ts-
KECTh IIPUCTYIIOB MOT'YT CYIIECTBEHHO pas3-
JIMYATBCS — OT OECCUMITOMHOTO TEUYCHHS
JI0 YaCTBIX TSDKEIBIX U MOTEHIUATBHO KU3-
HEyrpoXxarolux coctosiuuii [6]. Takas Bapu-
a0ebHOCTh HAOMIOMAeTCs KaK MEXKy Mallu-
€HTaMH, TaK U y OJTHOTO U TOTO )K€ MaI[eHTa
Ha pa3IMYHbIX dTanax >Ku3Hu [7].

CymectByeT psin ¢GakTopoB, CIIOCOOHBIX
npoBouupoBark npuctynsl HAO, Bkirouas
HSMOLMOHAIBHBIA  CTpECC, MEXaHHYECKYIO
TpaBMy, MH(pEKIUH, MPUEM 3CTPOreHCOAEP-
Kalux npenaparoB u uHruouropos AIlD, a
TaK)xe€ TOpMOHaJIbHbIE U3MEHEHMs. Bmecte ¢
TeM, MPUCTYMBI HEPEAKO BO3ZHHUKAIOT 0€3 Ka-
KOro-IM00 OYEBUJHOIO IPOBOLMPYIOILETO
dakropa [8, 9].

Hempenckasyemocts TeueHus 3abole-
BaHUS U MOTEHIMAJIBHO JKU3HEYTPOXKAIOIIHE
IPUCTYIIBI MOTYT OKa3bIBaThb CYILECTBEHHOE
HMOLMOHAIBHOE U ICUX0COLHAIbHOE BO3/IEH-
cTBre Ha nanueHToB. Oco0oe 3HaueHHe dTH
BOIPOCHI IPUOOPETAIOT Y )KEHIIUH PETIPOAYK-
THUBHOTI'O BO3PAcTa, IOCKOJIbKY TOPMOHAJIbHbIE
U3MEHEHHUs, 0epEMEHHOCTh, POJbl U TPYAHOE
BCKapMJIMBaHUE MOTYT BIMATh HAa TEYEHUE
3a0oneBaHusl M TPEOYIOT ydeTa MpH BBHIOOpE
TaKTHUKH JICUEHUS.

I]env uccneooeanus — oueHUTH 0COOCH-
Hoctu TedeHust HAO-CI1-INH Bo Bpems Gepe-
MEHHOCTH, POJIOB U [IOCJIEPOIOBOIO NEPHOJIA,
a TaK)Ke COBPEMEHHbIE MOJXO/bI K €ro Tepa-
UK ¥ TPOQHIIAKTHKE Ha OCHOBAHUH JaHHBIX
JUTEPATYpbl M PE3yNbTaTOB AaHKETHPOBAHUS
6enopycckux sxeHInH ¢ HAO-C1-INH.

Mamepuan u memoowt uccieoo8anus

HccnemoBanye UMeIO ONMUCATEIbHEBINA Xa-
paKTep M BKJIIOYAJIO JUTEPaTYpHBIA 0030p,
MOCBAIIEHHBINA 0cOOeHHOCTAM TeueHus HAO-
C1-INH Bo Bpemsi OepeMEHHOCTH, POIOB W
TPYTHOTO BCKapMJIUBAHHS, a TaKXe COBpe-
MEHHBIM TOAXOJaM K TEparuyd U MPOQUIaK-
TUKe 3a00yieBaHUs B OTH Tepuoabl. Jlomor-
HUTEJIBHO MPOAHAIU3UPOBAHBI PE3YJIBTATHI
AHKETUPOBaHUs 8 OETOPYCCKHUX >KEHIIUH C
reHerndecku nonareepxkaeHHeiM  HAO-CI-
INH, umeBmux B o0mieii cioxxHoctH 19 Oe-
pEMEHHOCTEN, U3 KOTOPHIX 14 3aBepIIMINCh
poraMu. AHKETHPOBaHUE MPOBOIUIIOCH OCE-
HbI0 2025 roga 6e10pyccKUM 00IIEeCTBEHHBIM
oobequnenueM «Illomomps manueHTam ¢ Ha-
CIICICTBCHHLIM aHruooTekoM». CrarucTtu-
yeckass 00paboTKa MAaHHBIX AHKETHPOBAHUS
0eNopYCCKHUX JKEHIIMH C TeHETUYECKH MO-
tBepkaeHHbIM HAO-C1-INH mnpoBoaunachk
METOHaMH OITMCATEIbHON CTATHCTHKH.
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Ponv scmpozenos npu HAO-CI-INH

HAO BcTpedaercs ¢ o1MHaKOBOM YaCTOTOM
Y JKEHIIUH U MYXYWH, OJTHAKO Y KEHIIUH 3200-
JIEBaHUE HEPEOKO UMeeT Oojiee TsKENoe Teue-
HUE U XapakTepu3yercs 0ojee 4acThIMU TpH-
CTYIIaMH, 4TO, B YACTHOCTH, CBSI3aHO C BIIHSIHH-
eM acTporeHoB. KonebaHusi ypoBHsI )KEHCKUX
MOJIOBBIX TOPMOHOB, HAOTIOMAIOIINECS B TIEPH-
OJ1 TIOJIOBOTO CO3PEBaHUSI, MEHCTpYaInu, oepe-
MEHHOCTH M MEHOIIAy3bl, a TAKXKE IPU IIpUMe-
HEHUU TOPMOHAJbHBIX KOHTPALENTUBOB, MO-
TYT BIMUATH HA YaCTOTY M TSKECTh MPHUCTYTIOB
HAO. IloBbllieHne ypoBHS 3CTPOIr€HOB 3H-
JIOTEHHOTO WJIM 3K30T€HHOTO MPOUCXOXKACHHUS
paccMarpuBaeTcs Kak 3Ha4MMBbI (hakTop, cro-
COOHBIN MTPOBOIUPOBATh WM YCHJIUBATh CHM-
nroMbl 3aboneBanus [10]. CucreMaTruecKuii
0030p KJIMHUYECKHUX HCCIICAOBAHHMA, OIMyOH-
KoBaHHBIX B iepuoza ¢ 2009 no 2019 rox, nox-
TBEPAWJI POJIb 3CTPOTE€HOB KaK BAKHOIO IPO-
BOIIMPYIOLIETO W ycyryonstomiero (akropa
npuctyno HAO-C1-INH [11]. Ilpumepno y
70% xenmuH ¢ HAO-C1-INH npumenenue
KOMOMHHPOBAaHHBIX OpaJbHBIX KOHTpAIleTITH-
BOB, COJIEpKAllUX 3CTPOI€HbI, CONPOBOXKA-
€TCsl YBEIMUYCHUEM YaCTOThl M TSKECTH TPH-
ctynoB [9]. IIporecrareHcoaepskaiiye KOH-
TpaLENTHBBI MOTYT OKa3bIBATh OJIArONPHUSITHOE
pimsaue Ha Tedenue HAO-C1-INH, crmxas
4acToTy NnpucTynoB Ha 60-82%, nmostomy um
CIIelyeT OT/aBaTh MPEANoYTeHHe Mpu BHIOOpE
MeToJla KOHTpaleniuu. AHTUTOHAOTPOITHBIE
rpenaparbl MOTYT OBITh OoJiee Y3PPEKTUBHBIMH
B MPOQUIaKTHKE MPUCTYTIOB, YeM HU3KOA03H-
POBaHHbIE MEPOPaATbHbIE KOHTPALICTITUBEI, CO-
JIepIKaIye TOJIbKO mporectuH. BHyTpumaroy-
Hasi CUCTeMa, BEICBOOOKAAIOIIIas [TpOrecTareH,
TaKXe MOXXET OBITh MOJIXOASIIUM BapUaHTOM
koHTpaneniuu s sxeHumH ¢ HAO-C1-INH;
e€ ycTaHOBKa OOBIYHO HE TpeOyeT mpoduiiak-
trueckoro BeeneHus C1-INH, onnako mpena-
par T0JKeH ObITh B OBICTPOM JIOCTYTIC TIPU HE-
obxomumoctu [9].

Bnuanue 6epemennocmu na wacmomy u
maxcecms npucmynoe HAO-CI1-INH

bepemennocTs oka3biBaeT Ha TeueHue HAO
HeMpeJCcKasyeMoe W HHAMBUIyalbHO BapHa-
OeNnbHOE BIMSHUE: Y OHUX KEHIIMH 4acToTa U

TSDKECTb IIPUCTYTIOB YBEIUYUBAIOTCS, Y JIPYTHX,
HAIlpOTUB, YMEHBIIAIOTCS WM OCTaroTcs 0e3
CYLIECTBEHHBIX M3MeHeHul. [Ipu aTom Xxapak-
TEp W3MEHEHMs TEUeHHUs 3a00JIEBAHUS MOXKET
pa3IUyYaThCs JaXKe Y OHOM U TOM e HKEHIIUHBI
IpU pa3HbIX OepeMeHHOCTAX [12].

Vxymmenne teuenuss HAO Bo Bpems Oe-
PEMEHHOCTH HaOIOaeTcsl yaile, 4YeM €ro
yAyYIlIEHWe WJIA OTCYTCTBHE W3MEHEHUH.
Tak, B uccnemoBanuu 188 OepemMeHHOCTEM
teuenne HAO yxymnmmnocs B 48% ciiydaes,
yayutuiock — B 33%, u B 19% ciydaes cy-
IIECTBEHHBIX U3MEHEHUH HE 0TMeYanoch [13].
B npyrom wuccrnenoBanum, BKiIOUaBIIEM 35
OepeMeHHOCTEH y 22 KEHIIWH, YBEIUYCHHE
4acTOThI NIPUCTYNOB OTMEUYEHO B 29 ciydasx,
CHIDKEHUE — B 4, a OTCYTCTBHE U3MEHEHUN —
B | ciyuae; as1s onHOM O€pEeMEHHOCTH JaHHBIE
orcytcTBoBaiH [ 14]. [To maHHBIM TPETHETO HC-
CJIeZIOBaHus, B KOTopoe Bouuu 125 Gepemen-
HOCTH Yy 61 >KEHIIMHBI, 4acTOTa MPHUCTYIOB
WJIN TPOJOKUTENBHOCTh OCTPBIX NMPHUCTYTIOB
yBesnnuuiack B 59,2% ciydaeB, yMeHbIIU-
muce — B 14,0%, a B 26,4% cnyuas ocTtaBa-
JMCh 0€3 N3MEHEHHH TI0 CPaBHEHMIO C TEUEHU-
eM 3a0oJeBanus 10 6epeMeHHocTH [15].

Y OepeMeHHBIX >KEHIIUH a0JOMUHAIb-
Hble nnpuctynel HAO MoryT ctaHoBUThCS 00-
Jiee 4acTbIMU U TSDKENBIMU. VX nuarHoctuka
MOYKET MPEJICTABIATh 0COObIE TPYIHOCTH, MO-
CKOJIbKY KJIMHUYECKHUE IMPOSBICHUS a0I0MU-
HaJIBHOTO MPHUCTyIIa MOTYT UMUTHPOBATh KaK
OCJIOXKHEHUSI OEPEeMEHHOCTH, TaK U 3a00JieBa-
HUSl KEJIyJOYHO-KUIIEYHOTO TPaKTa, BKIIO-
yasi CHUHAPOM pa3IpakEHHOIO KHUIIEYHHKA,
FaCTPOIHTEPUT, S3BEHHBIM KOJIUT U OCTPbIU
anneHauuuT. boak npu abpoMuHaIBHOM MTPH-
CTYIIE€ MOXKET ObITh OLITMOOYHO paclieHEeHa Kak
IPOSIBJIEHUE OCJIOKHEHUI OepeMEHHOCTH, Ha-
IpUMEp, MAaTOYHBIX COKpALICHUM WM caMo-
IIPOU3BOJIBHOTO BBIKU/IBIIIA, YTO MOYKET MPH-
BOJIUTh K TPOBEACHUIO HEHY)KHBIX IHArHo-
ctuaeckux npouenyp [16]. Ilpu ynbsrpasByko-
BOM HCCJIEZIOBAaHUH HAJIN4Ke CBOOOAHOM KU -
KOCTH B OpIOLIHOW TMOJIOCTH U OTEKA CTEHKU
KUIIEUHUKA SIBIISIOTCS IPU3HAKAaMU, yKa3bIBa-
IOMKUMH Ha abpomuHanbHbI mipuctyn HAO.
VY nanuenToB ¢ HeauarHoctupoBaHHeiM HAO
a0/IOMHHAJIbHbIE IPUCTYIIBI MOTYT OIIMOOYHO
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pacIeHUBATBCA KaK OCTPBIE XUPYPTUUYCCKUE
3a00JICBaHus, YTO B PSANC CIy4aeB MPUBOIUT
K HEOOOCHOBaHHBIM U ITOBTOPHBIM OIIEPaTHB-
HBIM BMEIIIATEIbLCTBAM, BKJIIOYAs aIllleH/IdK-
TOMHIO, XOJICITUCTIKTOMUIO, HEPPIKTOMHUIO U
TUHEKoJIoThuueckue onepauuu [17].

Ocooennocmu mepanuu HAO-CI-INH

[lockonbKy KIIFOYEBYHO pOJb B Pa3BUTHUU
aarnootexoB npu HAO wurpaer OpaIuKWHUH,
CTaHJapTHas Teparusi, NpUMEHseMas Ipu Co-
CTOSHUSIX, OIIOCPEINOBAHHBIX  MEQMaTOpaMu
TYYHBIX KJIETOK (CHCTEMHBIMU ITFOKOKOPTHKO-
WJaMH, aHTUTUCTAMHHHBIMHU IIpenaparamu |
aJIpeHAIMHOM) He YQQEeKTUBHA, U HEOOXOIUMO
MaTOreHeTUIeCKH 000CHOBaHHAs Tepars [ 18].

Jleuenne HAO Brirouaer KynupoBaHHE
OCTPOTO MPUCTYNA 1 NPO(UIAKTHYECKYIO Tepa-
U0, KOTOpasi MOApa3NesisieTcss Ha J0JIToCcpoy-
HYIO U KpPaTKOCPOUYHYIO (TIPEINpPOLECIYPHYIO).
B Hacrosiiiee Bpemsi B MUpe 0100pEHbI YeThIpe
Ipenapara nepBoi JIMHAM JUI TEPAIMU OCTPBIX
npuctynoB HAO u nisiTh npenapartoB i A0I-
TOCPOYHON MPOMUIAKTUKY; UX JOCTYIHOCTb U
BO3paCTHbBIE OTPAHUUYECHUS MOTYT CYIIECTBEHHO
pas3nuyarhbes B pa3HbIX cTpaHax [1].

K nmpenaparam nepBoi JIMHUM AJI KyIH-
poBanus ocTpeix npuctynoB HAO otHocsTCS
miazmMeHHbI KoHueHTpar C1-INH (3amectu-
TelbHAsl Tepamusi, BHyTPUBEHHOE BBEJCHUE,
BCE€ BO3PACTHBIE TPYIIIBI), PEKOMOMHAHTHBII
CI1-INH (3amectutenbHas Tepanus, BHY-
TPUBEHHOE BBEJEHUE, >2 JeT), MUKaTHuOaHT
(antaronuct B2-penenTtopa OpaauKuUHUHA,
MOJIKO’)KHOE BBEJEHUE, >2 JIET) U JKAJTAHTH]L
(MHrHOUTOP KAJUTMKpEWHA, MOIKOXKHOE BBe-
nenue, >12 ner) [18]. K npenaparam nepBoit
JMHUH U1 AOITOCPOYHOM MPO(DUIAKTHKHU OT-
HocATcs mna3MeHHbll KoHneHtpar Cl-INH
(3amecTuTenbHas Tepanus, MNOAKOKHOE WIH
BHYTPHUBEHHOE BBEICHUE, >0 JIET), TaHAAEITy-
Mab (MOHOKJIOHAJIBHOE aHTUTEJIO K MJIa3MeH-
HOMY KaJUIMKPEUHY, TIOAKOKHOE BBEJICHUE, >2
net), 6eporpancrar (MHTHOUTOP TUTA3MEHHO-
ro KaJUIMKpeuHa, epopajibHOe MPUMEHEHHE,
>12 ner), rapaganmumad (MHruOuTOp (pakropa
Xlla, monkoxxHOE BBelIeHHE, >12 jeT) U Jo-
HUJAJIOPCEH (MHTUOUTOpP MpeKaTuKpenHa,
MOIKO’KHOE BBeneHue, >12 ner) [18].

[Ipu HepocTymHOCTH TIpenapaTroB MEPBOU
JUHUU JJIS1 TIPEKPAIeHUs] OCTPBIX MPUCTYIIOB
BO3MOXXHO TPUMEHEHHUE IUIa3Mbl, 00paboTaH-
HOM pacTBOPUTENEM-AETEPIeHTOM, WU CBe-
YKE3aMOPOKEHHOM TJ1a3MBbl, a JUTS TIPOBEICHUS
NpOoQUIAKTUUECKON Tepanuu — ocliableHHbIe
AHJPOTEHBI, TPEXKIE BCETo, AaHa30, U aHTU(HU-
OpMHOJIMTHK TpaHeKkcaMoBas kuciora [1, 18].

OcnaGieHHble aHAPOTEHBI paHee HINPO-
KO HCIIOJIb30BAJIMCh JJISl TONTOCPOYHON TpO-
¢unaktuku HAO y nun >18 ner, ogHako B
HaCTosIIllee BPEMs UX IPUMEHEHHUE OIpaHU-
YEHO BBIPAKEHHBIMU HEXKEIaTeIbHBIMU SIB-
JeHusIMU, 0co0eHHo y keHmuH [1]. K Hum
OTHOCSITCSI BUPHWIIM3ALIMS, TUPCYTHU3M, aKHe,
W3MEHEHHE TeMOpa M OorpyOeHHe rojoca, Ha-
pYLLIEHUsI MEHCTPYaJIbHOTO LIMKJIA BIUIOThH 10
aMeHOpeH, CHIKEHUE (PepTHIILHOCTH, YBEIH-
YEeHHWE MACChI Tella, FOJIOBHAs 00JIb, MUAJITHS,
TUCIUTUIEMUs], apTepuaIbHasi TUIIEPTEH3US,
HapyIlIEHUs HACTPOEHHS M TeNaTOTOKCHUY-
HOCTB; MOTYT HaOIIOAAThCS TUIIEPXOJIECTEPU-
HEMMS, CyXOCTh W 3y BO Biaranuuie [1, 19].
OcnabneHHble aHAPOTEHBI CBA3aHBI C PUCKOM
MOPOKOB Pa3BUTHSI TUIO/IA U IPOTUBOTIOKA3aHBI
BO BpeMs OepemenHoctH [19]. Ilpu Hactyme-
HUM OEPEMEHHOCTH MPEeTnapaThl CIEAyeT OTMe-
HUTb, a MalMEHTa U €ro CEeMbI0O HEOOXOTUMO
IPOMH(POPMHUPOBATH O PUCKE HAPYIIECHUH I0-
noBoit muddepenunpoku y mioaa [20]. [pu-
MEHEHHE aHJIPOr€HOB HE PEKOMEHTyeTCs B Tie-
PHO TPYIHOTO BCKAPMIIUBAHUS U MOKET OBITh
BO300HOBJICHO ITOCJIE €ro 3aBepieHus [1].

Ocobennocmu mepanuu npucmynos HAO
y bepemennnix sncenuwgun ¢ HAO-CI-INH

[Ipu HacTyrieHun GepeMEHHOCTH BHIOOD
tepanuu HAO-C1-INH tpeGyet nepecmotpa ¢
YYETOM MIOTSHIIMATBHOTO BIUSHIS TIPETIapaToB
Ha TeueHHe OEPEMEHHOCTH U COCTOSTHHE TUIOAA.
ITnazmennsiii C1-INH (pdC1-INH) sBnsercs
IperapaToM MEepBOM JIMHUH JUTSI KYTTHPOBAHHS
OCTPBIX MPUCTYTOB U AJISl AOITOCPOYHON TPO-
¢uiakTUKu BO BpeMs OEpeMEHHOCTH, pPOJOB
U TpyOHOTO BcKapmimBaHusi. [IprMeneHue
JPyTUX MPEnaparoB B 3TH MEPHOABI OCYIIECT-
BJISICTCSI BHE 3aPETHCTPUPOBAHHBIX ITOKA3aHMIA
(off-label) u TpeOyeT MHAMBHIYyaTHHOMN OLICH-
KM TTOTCHITMAIBHON TOJIB3bI U pucka [1, 18].
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bezonacuocts u 3ddexruBnocts pdCl-
INH npu 6epeMeHHOCTH MOITBEPKACHBI 00b-
€MOM HAKOIUIEHHBIX KIMHUYECKUX JaHHbIX. B
uccaenosanuu Brooks et al., 00 ncxomax Oe-
pemenHoctu mnocine Bosneiicteus pdCl-INH
ObuIK IpecTaBIeHb! A 125 OepeMeHHOCTEH
u 128 monos. bnarompustHelii ucxox 6e3
BpPOXKJIEHHBIX aHOMaIHuil otMedeH y 119 mio-
108 (93%). Camornpou3BOIBHBIA a0OPT MPO-
n3omén B 3 ciayyasx (2%), MHAYLUPOBAaHHBIN
abopt — B 2 (2%), mepTBOpOXKACHHE — B 1
(1%), cunapom ucuesaroliero OM3Hena — B
1 (1%); B 2-x coyuasix (2%) cBeaenus 00 uc-
xo1ie 6epeMeHHOCTH ObUIN yTpayeHbI AJIS TO-
cnenyroiero HabmroneHus [12].

WxatubaHT wuMeeT 3HAYUTEIbHO 00-
Jjee OrpaHUYEHHYIO JlOKa3aTelbHylo 0asy
npu OepemenHoctu. B uccnenoBanum Hakl
et al. mpoaHanu3upoBaHa Tepamusi MPUCTY-
noB HAO y mectu GepeMEHHBIX >KEHIIUH:
JUI KYNIUPOBaHUA NPUCTYHoB B 50 cirydasx
(63,3%) mpumeHsICS PEKOMOMHAHTHBIA dYe-
noseueckuit C1-INH, B 17 (21,5%) — muaz-
mennsbiii C1-INH u B 13 (16,5%) — ukaru-
0ant. B sty cinyyasx (6,3%) norpeboBanock
MIOBTOPHOE BBEICHUE Npenapara. Bee mects
OepeMeHHOCTEH 3aBEPUIMIIUCH JTOHOILICHHbI-
MU pOJIaMU; HOBOPOXKAECHHBIE ObLIN 3/10POBHI,
BPOXJEHHBIX aHOMAJIUI He BbIsABIEHO. Hexe-
JaTeNbHBIX SBICHUN, CBA3aHHBIX C IPUMEHE-
HUEM MpernaparoB, OTMe4eHo He Obuio [21].
Takoke onmyOIMKOBaHO OTAEIBHOE COOOIIEHUE
00 yCHeurHoM NPUMEHEHMH HMKaTHOaHTa BO
Bpemst OepeMeHHOCTH Y >keHIIuHbl ¢ HAO ¢
HopmanbHbIM C1-INH, y xotopoit 6epemen-
HOCTb NpOTEeKana 0e3 OCIOKHEHHA W 3aBep-
IIMJIACh POXKJICHUEM 3JI0pOBOro pebéHka 06e3
BPOXKJIEHHBIX aHOManui [22]. OgHako HakKo-
IUIGHHBIE JAaHHBIE OCTAIOTCS OTPAHUYEHHBI-
MU U IPEUMYLIECTBEHHO NPEACTaBICHbI OT-
JebHBIMU KIIMHUYECKUMU HAOIIONCHUSMH U
HEOONIBIIMMU CEepUsIMU cy4yaeB. B cooTBet-
CTBHUHU C peKOMeHJauusMu BeceMupHoil opra-
Huzanuu mo amweprun 2025 roga ukaruGaHT
MOXET paccMaTpuBaTbCs Ui SKCTPEHHOIO
JICYCHHS TOTEHIUAIBHO TSHKENOTO MPHUCTYIIa
BO Bpems OepemenHoctd, eciau pdCI1-INH
HEIOCTYIEeH WM OKa3ayics Hed()(HEeKTUBHBIM,
OJIHAKO JaHHAsl pEKOMEHAIUs UMeeT cl1abyro

CHJIy U OCHOBaHA Ha JOKA3aTeJIbCTBAX OUCHb
HU3KOTO KadyecTna [18].

KynupoBanue mnpuctyna cienyer Hadyu-
HaTh KaKk MOXKHO pasblue. [Ipyn npumenenuun
CI1-INH win ukatuOaHTa yMEHbIICHHE BbI-
pPaKEHHOCTH OTEKa O0ObIYHO HalIII0aeTCs
B TeueHue 60 MHUHYT, MOJHOE pa3pelIeHUE
pa3BUBIIETOCS OTEKA MOXKET 3aHUMAaThb He-
ckosbKo yacoB. IIpu orcyrctBun C1-INH nnu
UKaTuOaHTa MOXKET IPUMEHATHCA T1a3Ma, 00-
paboTaHHas  PacTBOPHUTEIEM-AECTEPIEHTOM,
WM CBEKE3aMOpOKEHHasI I1a3Ma, HO 3TH Me-
TOZABI XapaKTEePU3YIOTCsI MEHbIIEH AP PeKTHB-
HOCTBIO M CBSI3aHBI C PUCKOM TPAH3UTOPHOTO
YCUJICHHUSI CUMIITOMOB, BEHO3HBIX TPOMOO3IM-
00JIMYEeCKUX OCTIOKHEHUH U Tlepeiauyu BUpYyC-
HBIX UHpeKuui [9].

Kparkocpounas npoduiakTuka C BHY-
TpuBeHHBIM BBeieHueM pdC1-INH pexomen-
JyeTcsl Tepe]] MHBAa3UBHBIMU MEIUIIMHCKUMHU
BMeIIAaTeIbCTBAMU, BKJIIOYasi OUOTICUIO XOpU-
OHa, aMHHUOLIEHTE3, XUPYPTrUUeCcKoe MpephiBa-
Hue OEpeMEHHOCTH U KecapeBo ceuenue [18].

C yuétoM HempenacKa3zyeMoro BIIUSHUS
O6epemenHocTH Ha akTuBHOCTH HAO y xeH-
IIMH C YaCTBIMU WU TSDKENBIMU MIPUCTYTIAMHU
MOXeET MOTPeOOBaThCs AOJITOCPOUHast Mpopu-
nakTuka. CoIrvacHO aKkTyaJlbHBIM PEKOMEHa-
UM, TIpEenapaToM NepBOM JTMHUU JUISL JOJITO-
CpPOYHON NPOPUIAKTHKH BO BpeMsi OepeMeH-
Hoctu sBisercs pdC1-INH [1, 18].

Jlananenymab, 3¢ ¢deKTuBHbBIN npenapar
Uit goarocpounoit npodunakruku HAO, B
HacToOsIIee BpeMsi He 000peH K MpUMeHe-
HUIO BO BpeMs OEpeMEHHOCTH M TPYAHOTO
BckapmiuBanus [18]. Bmecte ¢ Tem B 2026
rojly OIyOJMKOBAaHO IEPBOE COOOILICHHE O
NPOIOJDKEHUH Tepanuy JaHaleaIyMadoM BO
BpeMsi OepeMeHHOCTH y 38-JIeTHel KeHIu-
Hbl ¢ HAO-C1-INH. Ilocne ormeHs! naHaze-
Jymaba B CBSI3U C OEpPEMEHHOCTBIO YacTOTa
NPUCTYNOB yBEIMYMIACh, HECMOTpPS Ha Te-
parmuio pdC1-INH B kauecTBe 10IT0CpPOUHOM
npo¢unakTuku. Bo3oOHOBIeHHE aHaneny-
mab6a B coueranuu ¢ pdC1-INH mo3Bonuio
BHOBB JIOOUTBHCS XOPOIIEr0 KOHTPOJs 3a00-
neBaHus. bepeMeHHOCTH 3aBeplIMiach ca-
MOCTOSITEJIBHBIMU POJIaMH, POJMIICS 3/10pPO-
BbII peO&HOK [23].
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WHruburop miaa3MeHHOTo KaJUTMKpenHa
OepoTpacTar SBIsieTcsl YIOOHBIM Mepopaib-
HBIM INpernaparoM AJis JOJTOCPOYHOM Ipo-
¢unaktuku HAO, onHako ero mpuMeHEHHe
BO BpeMsi OEpEMEHHOCTH U TPYIHOTO BCKapM-
JMBAaHUS B HACTOALIEE BPEMs TAKXKe HE OJ0-
openo [18]. B 2026 romy omyOnukoBaHO
NepBOE COOOIIEHUE O OEPEMEHHOCTH TOCIIe
OTPaHUYEHHOTO BO3JIEHCTBHS OepoTpalcTara.
VY 36-nerneit xenuuHsl ¢ HAO, panee nnu-
TEJIBHO TIOJTy4aBIIeH JaHa3oj, Tepanus Oblia
3aMeHeHa Ha Oepotpasctar B no3e 150 mr 1
pa3 B CyTKU. bepeMeHHOCTh HacTynuiia Ipu-
MEpPHO Yepe3 TpU MecsIa Tocie mepexona Ha
OepoTpajcTar, Hpu STOM TpearnoiaraeMmas
MIPONOJKUTEIBHOCTh BO3JCHCTBUS Ipernapa-
Ta Ha IUIO/I COCTaBUJIa OKOJIO OTHOTO MECSIIa.
[Tocne ycraHoBieHHs OEpEeMEHHOCTH Oepo-
TpaJcTar ObII OTMEHEH, a IS POPIITIAKTHKH
IPUCTYNOB HazHaueH noaAkokHbIi pdC1-INH.
BepemenHoCTh poTekana 6e3 OCIOKHEHUN 1
3aBepUINIIaCh POXKIACHHUEM 370POBOTO PEOEH-
Ka; Toclie poloB OepoTrpajicTtar ObLT BO300-
HOBJIEH, a TPYIHOE BCKapMJIMBAaHWE HE TIPO-
Boamwioch [24]. Tem He MeHee eIUHUYHBIC
KIMHUYECKUE HaONIOEHUsT HE TO03BOJSIOT
clenaTth BBIBOJ O OE30MACHOCTH JaHAAENy-
Maba u OepoTpajicTara npu OEPEeMEHHOCTH U
HE SIBJISIOTCS. OCHOBAaHUEM IS UX PyTUHHOTO
npuMeHeHus [23, 24].

Ocobennocmu mepanuu HAO-CI-INH
80 8pems PO008 u 2PYOHO20 6CKAPMIIUGAHUA

VY xenmwmH ¢ HAO-C1-INH npeanouru-
TEJBHBIM CIIOCOOOM POAOpa3pEIICHUs SBIIS-
FOTCSI CAMOCTOATENbHbIE BaruHaJIbHBIE POJIBI,
€CIIM OTCYTCTBYIOT aKylIEpCKUE MOKa3aHUs K
KeCapeBy CEUEHHUI0. DMUTypaIbHAS WU CITH-
HaJlbHasE aHECTE3Wsl MPEANOUYTUTEIbHEE O00-
Iei aHeCTe3UH, ITOCKOJIbKY SHI0TpaxeaabHas
MHTYOAIs TOBBIIIAET PUCK PA3BUTHS OTEKA
ropranu. PonunbHoe ydpexaeHue IJOJKHO
pacroyiaraTh npenaparamu sk SKCTPEHHOTO
JieYeHUs] TPUCTYIa HE3aBHCHUMO OT Crocoba
ponopaspemienus [18].

BonsmmnucTBo sxeHnmH ¢ HAO-CI1-INH
POXKAKT CaMOCTOSITENIbHO, IPU 3TOM 4YacTOTa
KecapeBa CEYEHUs COMOCTaBUMa C TAaKOBOW B
oOmiel Mmomymsiuu. XOTS TPaBMBI SIBIISIOT-

Cs TOTEHUHUAIbHBIM TPUITEPOM MPUCTYIIOB
HAO, passutue npucryna HAO npu ecrte-
CTBEHHBIX POJlaX HaOIIOJAeTCs PelKo, B TOM
quclie Y JKeHIIUH, He MONYyYaroIIux npodu-
naktudyeckyro tepanuto CIl-INH [9]. Ilpo-
¢unaxktuueckoe BBeaeHue pdCIl-INH mepen
BarHAJIbHBIMM pOJiaMH He TpeOyeTcs, €ClIU B
TEUEHHE MOCIETHUX TPEX MECALEB HE OBLIO
npuctynoB HAQO, oTcyTcTBOBanm aHamHE3
OTEKOB BJarajuilla U paHee HE OTMEYaloch
pa3BUTHE MPHUCTYIOB IOCJE BarMHAJIbHOTO
oOcnenoBanus [25]. Ilpu muiaHupyemMoM axy-
IIEPCKOM BMEILATENbCTBE, BKIIIOYAsl UHCTPY-
MEHTaJIbHBIE POABI (HATOKEHHUE IIUIIOB WU
BaKyyM-IKCTPAKIIMIO) U KEcapeBO CEyYeHHE,
peKoMeHayeTcsl MpodUIaKTUYEeCKoe BBeJe-
Hue BHyTpuBeHHoro pdC1-INH [9].

[Ipu HEeoOXOAMMOCTH KecapeBa Ce4eHUs
pexomenayercs Beenenue 1000 El pdC1-INH
3a 1-2 yaca ;10 paspesa, a IMpU IKCTPEHHOM
BMEIIATEIbCTBE — HEMOCPEACTBEHHO Iepes
onepauueil. [Ipu pazButun oT€ka nocsie BBe-
neaus pdC1-INH cnenyer paccMoTpeTh BO3-
MO>KHOCTh BBEJEHHS JOTOJHUTEIHHON JTO3BI
npenapara. Xots pa3putue npuctynos HAO
BO BpeMsl poJI0B HAaOJI0aeTCsl peAKO, OHU MO-
I'YyT BO3HUKHYTH KaK B IIPOIIECCE POJIOB, TAK U
B InepBbie 48 4acoB MOCIie POAOPA3PEIICHUS.
[Tocne pomoB pexoMeHAyeTCsl HaONIOACHHE
POXEHHMIIBI B CTALlMOHAPE B TEUCHHE HE MEHEE
48-72 yacos [18, 25]. I'pyanoe BckapmiuBa-
HUE MOXXET CONPOBOXKIATbCS YBEINYEHHEM
yacToThl puctynoB HAQO y jkeHIlUHbI, O1HA-
KO OHO PEKOMEHAYETCS ¢ YU4ETOM €ro Mperumy-
miecTB Jyuis peoénka [9].

Bauanue HAO-CI-INH na puck npe-
HCOEBPEMEHHBIX POO08, CAMONDPOU3BOTILHO2O
adopma u Kecapesa ceyeHus

OTCYTCTBYIOT JaHHbIE O TOBBIIICHUU
pHUCKa TIPEXKICBPEMEHHBIX POJIOB, CaMOIPO-
M3BOJILHOTO a0oOpTa WJIM KecapeBa CEUeHUs
y kenmmH ¢ HAO-C1-INH [26]. B ony6mnu-
KOBaHHBIX HCCIIECIOBAHUAX, MPOBEAEHHBIX BO
O®pannuu, Benrpuu, bpaswiuu u Typruu u
BKJIIOYABIIUX B o0miel cioxHocTu 393 Ge-
pemenHoctu y xeHimuH ¢ HAO, gacrora ca-
MOIIPOM3BOJIBHBIX a00pTOB cocTasisuia 12,0—
30,5% u BO Bcex UCCIEOOBAaHUIX ObLIa COIO-
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CTaBMMa C MOKA3aTeJIIMU CPEIH JKEHIIUH 6e3
HAO B co0TBETCTBYIOIIMX NOMYISALUAX [25].
B uTanbsHCKOM HCCIEIOBaHUH, BKIIO-
yaBiieM 168 OepemeHHOCTeN y 87 KEHUIMH
¢ HAO-CI1-INH I tuna, yactora caMonpous-
BOJILHBIX a00pTOB coctaBuia 14,2%, a 1oHO-
IIeHHbIE PoAbl (>37 Hemenb recTaluu) Mpou-
3ouu B 73,8% citydas. 1Ipu 3Tom nocrosep-
HBIX Pa3InYUi B 9aCTOTE CaMOIPOM3BOIBHBIX
abopToB MexIy OepeMEeHHOCTAMH, MpoTe-
kaBIMMU Ha QoHe npumenenus pdCl-INH
(11,7%), u 6epemeHHOCTAMU O€3 €ro mpume-
Henus (15,4%) BoisiBieHo He ObUI0. BHyTpH-
yrpobnoe BozzaeiictBue pdC1-INH Takxke He
OBUIO CBSI3aHO C pa3IMYMAMU B KPaTKOCPOU-
HBIX HEOHATAJIbHBIX UCXoAax: y 45 nerei, noa-
BEpraBIIMXCs BO3ICHCTBUIO Mpenapara, Mmacca
TeJa MPU POKICHUH U OLEHKH IO IKajne An-
rap OBLIM COIMOCTaBUMBI C COOTBETCTBYIOIIH-
MU TOKa3zaressiMi 'y 99 nereii 6e3 BHYTpuy-
TpobHoro BozaeiictBus pdC1-INH [27].

Pezynomamut onpoca o depemennocmu u
pooax y denopycckux sncenugun ¢c HAO-CI-INH

ITo coctosinuto Ha 2026 rox B PecniyGiu-
KaHCKOM perucTpe KIMHUYECKUX M jabopa-
TOPHBIX JTaHHBIX MAI[UEHTOB C MEPBUYHBIMU
HMMYHOJePUITUTAMU 3apETUCTPUPOBAHO
111 yenoBeK ¢ reHETHMYECKH MOIATBEPK/CH-
HeiIM HAO u3 41 HeponcTBEHHOW CEMBbH.
VYV Bcex NalUMEeHTOB BBISBICHBI ajlIe/IbHbIC
Bapuantel B reHe SERPINGI; HAO-CI-
INH I tuma muarHoctupoBan y 95 (85,6%)
nauenToB, HAO-C1-INH II tuma — y 16
(14,4%). Cpennuii BO3pacT MalMEHTOB CO-
craBuia 38,0+21,1 rona; 18,9% (n=21) nanu-
eHTOB ObL10 Moyioke 18 ser. CooTHOIICHNE
MY>KYMH M KEHIIWH cocTaBuio 1:1,58.

Jnst onenku ocodennocrei Teuennss HAO
BO BpeMs OEpPEMEHHOCTH, POJIOB U MTOCIIEPOJIO-
BOTO mepuoza ObLIO MPOBEIEHO aHKETUPOBA-
Hue. B onpoce npuHsim yyacTtue 8 KEHILUH C
HAO, nmeBmux B 0011eii cioskHoctu 19 6epe-
MEHHOCTEH, U3 KOTOPBIX 14 3aBepHImiiuch po-
namu. CpeqHuit BO3pacT Ha MOMEHT POJIOB CO-
ctaBui 27,9 roga (auanazon — 23-34 rona),
B CpPEHEM Ha OJHOTO MalMeHTa MPUXOAUIOCH
2,4 6epemennocTH (auama3zon — 1-5) u 1,75
pornoB (nuanazoH — 1-4).

Ocoboro BHUMaHMsI 3acIy’KUBAET CIIy4a,
IpU KOTOPOM BO BpeMsi OepeMEHHOCTH abzo-
MuHaIbHBI npuctyn HAO ¢ BblpakeHHBIM
0O0JIEBBIM CHHIPOMOM MPUBEN K BBIIOIHEHUIO
aIreH1PKTOMUH Ha 26-ii Henene recrauui. [lo-
CJle XMpYpPruuecKoro BMelareabcTBa OepeMeH-
HOCTh 3aBEpIIWIIACH MPEKPAILEHUEM Pa3BUTHS
0. DTOT CiIydail MOTYEPKUBAET CIOXKHOCTD
T hepeHIManbHO  TMarHOCTHKKA — a0IoMHu-
HaspHbIX IpucTynoB HAO Bo Bpemst Gepemen-
HOCTH ¥ HeoOxonumocTh yuntsiBatb HAO B ka-
YECTBE BO3MOKHOW MPUYMHBI a0OMHUHAIBHOMN
CUMITTOMAaTHKH, TIOCKOJIbKY OLIMOOYHAsi HHTEp-
npeTauusl MPUCTyNa Kak OCTPOM XUpypruue-
CKOM 1aToJIOrMu MOMKET NMPUBOJMUTH K HEOIPaB-
JTAHHOMY XUPYPrUYECKOMY BMEILATENILCTBY U
HEOJIaronpusTHBIM HCX0/1aM OEpEMEHHOCTH.

Cpenu 14 pereid, poauBIIMXCS y OIpPO-
meHHblX, HAO ObIIO TEeHETHYECKU IIOJ-
TBEpPXKICHO Y 7 neTel, y 6 nerei ceMeiHblii
ayutenbHbii BapuanT SERPINGI He BbIsiBIieH;
OJJTHOMY peOEHKY TI€HETHYECKOE HCCie0Ba-
HUE He NpoBoAwIock. Takum oOpaszom, cpeau
13 nereii, KOTOPBIM OBLIO MPOBEIEHO I€HETH-
YyeCcKOEe UCCIISOBAHNE, CEMEHHBIN alIeIbHLIN
BapuaHT B reHe SERPING1 Obu1 yHacnenoBan
B 7 ciyvasx (53,8%).

Bce 8 keHIuH, y4acTBOBAaBIIUX B ONPO-
ce, cooommIn 0 HaIMYuu cumiromoB HAO
JI0 HaACTyIUleHHs OepeMeHHOCTH, T.e. Oepe-
MEHHOCTh HacTymaja Ha (oHe AMarHoCTHYe-
CK{ 3HAYMMOTO KJIIMHUYECKOTO TeueHus 3a00-
neBaHus. BiausiHue 6epeMeHHOCTH Ha 4acTOTy
npuctynoB HAO xapaxTtepn3oBajioch BbIpa-
KCHHOW MHMBHIyaJIbHON BapuaOeIbHOCTHIO
KaK MEXIYy pa3HbIMHM S>KEHIIMHAMM, TaK H
MEXy TOCIIeI0BaTeIbHBIMI OepEeMEHHOCTSI-
MH Y OJHOM M TOW K€ MAalUMCHTKU. YBEJIH4e-
HUE YacTOThl IPUCTYNOB OTMEUYEHO B 6 CITy-
yasx (42,9%), npakTU4YECKH TMOJIHOE TIpeKpa-
HIeHue TpucTynoB — B 5 ciyuasx (35,7%),
Torna kKak B 3 6epemenHocTsx (21,4%) cymie-
CTBEHHBIX U3MEHEHUI YaCTOTHI IIPUCTYTIOB HE
BbIsIBIIEHO. Takum o0pa3oM, B 1aHHOI KOrop-
Te HanboJee 4acTo OEpEeMEHHOCTh COMPOBO-
JKJaJlach yBEJIIMYEHHEM aKTMBHOCTH 3alole-
BaHWUsI, OJJHAKO OoJiee TpeTu OepeMeHHOCTE!
XapaKTepU30BaAJINCh, HAIPOTUB, TPAKTUUECKHU
MOJIHBIM MCYE3HOBEHHUEM ITPUCTYIIOB.
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IIpu sTOM TeueHue 3abosieBaHHST MOIJIO
CYLIECTBEHHO pa3lnyarbCs MpHU IOCIEI0BaA-
TEJIbHBIX OEpPEeMEHHOCTSX ONHOW M TOH ke
*KeHIIUHBL. Tak, y AByX NAIlMEHTOB MpH Iep-
Boil OepemenHoctu mnpuctynsl HAO Obutn
pelKUMH, TOTJa Kak NMpH BTOPOH OepemeH-
HOCTH y 00€HX OTMEYaIOoCh YBEJIWYCHUE Ya-
CTOTBI CUMIITOMOB C pa3BUTHEM a0JJOMUHAIIb-
HBIX U niepupepuyecKux OTEKOB. Y OIHOM U3
HUX JI0 [IATOrO Mecsla IrecTalluy NpeumMy1ie-
CTBEHHO OTMEYAJINCh a0JOMUHAJIbHBIE OTEKU.
Takum oOpa3zom, TeueHue npeapiayei oepe-
MEHHOCTH HE BCET/IA M03BOJISIET IPOTHO3UPO-
Barh akTuBHOCTH HAO mpu nocnegyromiei,
MO3TOMY TAKTHKa HAOIMIONCHHUS W JICUCHUS
JIOJKHA ONPEAEIIATHCSA MHANBUAYAJIBHO.

B uccnenyemoii rpynne u3 14 ponos 12
(85,7%) mpousonuin Yepe3 €CTECTBEHHBIC
pOIOBBIE IIyTH, TOIJA KAK KECAPEBO CEUEHUE
BbINIOJIHEHO B 2 ciyyvasx (14,3%). [locne po-
nopaspemenus npuctynsl HAO oTrmeueHs! B
TEUEHHE MEPBbIX 72 4YacoOB MOCJIE POaOpa3-
peuenusi B 3 u3 14 ponos (21,4%). [loatomy
npenapar Uil HEMEIJIEHHOIO KyNHpPOBaHM
octporo mpuctyna HAO nomkeH ObITH H0-
CTYIIEH HENOCPEACTBEHHO B POAMIBHOM OT-
nenenuu. [Tocne ponopaspernienus HeoOXoau-
MO IPOJODKATh HAOMIOACHUE 38 POXKEHHIIEH,
0CcOo0eHHO B IepBbIe 72 yaca.

JloponoBast mpoduIaKTHKa C TpPUMEHE-
HueM CI-INH npoBoguiach TONBKO B OTHOM
ciyqae (1/14; 7,1%), B 13 coydasx (92,9%)
OHa HE IpUMeHsuIach. BaxkHoe 3HaueHue 11
HHTEPIPETALMM [TOJIyYEHHBIX JAHHBIX UMEET
NepUoJ, B KOTOPOM IPOUCXONMWIN OepeMeH-
HocTu U poasl. U3 14 ponos 11 (78,6%) npou-
3omH B iepuoy ¢ 2002 rona 1o Hosops 2020
roza, To ecth emeé 1o perucrpauuu pdC1-INH
B Pecnybnuke benapych. Onun cinyvaii npu-
meéncsa Ha 2021 rox, yxe nocie perucTpanuu
Ipenapara, OJHaKO Ha TOT MOMEHT CUCTEMa
€ro 3aKylKd M OOECIEYEHHUs I B3POCIBIX
nanueHToB emé He Obuia chopMUpOBaHa.
Emé ognm ponbr mpousouuin B 2024 rony,
yxke nocne BkiatoueHust pdC1-INH B knunu-
YECKHUH NPOTOKOJ «/[MarHoCTUKa U JIe4eHHe
MAIMEHTOB C MEPBUYHBIMU UMMYHOJCPHIIN-
TaMH (B3pOCIIOE€ HaceleHHE)», YTBEPKAEH-
HBII IIOCTaHOBJICHMEM MuHHcTEepCTBa 31pa-

BooxpaHenus: Pecnyonuku benapyce Nel(2
ot 11.10.2022, B xoTOpOM IIpenapar mnpemyc-
MOTpEH JUIsl KyIIUPOBaHUs NPUCTYIIOB, a TakK-
e KpaTKOCPOYHOU U J0JATOCPOUYHOUN mpodu-
naktuku [28]. UMeHHO B 3TOM ciydae Obuia
npoBeneHa opoaosas npodunaktuka pdCl-
INH. Takum o6pazom, Toibko 2 u3 14 ponos
(14,3%) mnpousonuin Mocjiae perucTpaluu
pdCI1-INH B Benapycu, u ToIbKO OIUH CITy-
yait (7,1%) — mocie BKIIIOYEHUS Ipernapara
B KIMHUYECKUH INporokoi. Hwuskas gacrtora
npumeHenus pdC1-INH B npencraBneHHOM
KOrOpTe, BEPOATHO, B 3HAYUTEIBHON CTENIEHU
00ycJIOB/IeHA UCTOPHYECKOH JOCTYNMHOCTBIO
cnenududeckoit repanuu B benapycu.

Jlanagenymab 3aperucTpupoBaH B Pecmy-
onuke benapyce ¢ pespans 2021 roga. OnHa-
KO €ro IPUMEHEHNE OIPaHUUYECHO KPUTEPUIMHU
HA3HAU€HUS, YCTAHOBJIEHHBIMU YyKa3aHHBIM
KJIIMHUYECKUM IPOTOKOJIOM, KOTOpbIE Mpea-
yCMaTpUBaIOT Hanuuue Oonee 12 mpuctymnos
HAO B rozx u 6onee 24 gHel rocouTaIn3ain
B TeueHue roga [28]. HeobxomumocTh oHO-
BPEMEHHOI'O BBINIOJIHEHUS! YKa3aHHbBIX KpUTe-
pHEB CYLIECTBEHHO OIPaHMYMBAET BO3MOXK-
HOCTbh Ha3HAYCHHUS JaHajenymMada Juis J0oNro-
cpouHoit mpodunaktuku HAO B peanbHOI
KJIMHUYECKOH MPaKTHKE.

I'pynHoe BckapMiuBaHHE B LIEJIOM Iepe-
HOCHWJIOCh XOpOILO: OTEKU MOJIOYHBIX JKEJIe3
HE OTMEYAJIUCh HU B OTHOM U3 8 HAOIIOCHUH.
VY oaHOH >KEHIIUHBI PAa3BUIOCH BOCIHAJICHHE
MOJIOYHOM ’kene3bl, IoTpeOoBaBIIee JIEUEHUS,
HE CBS3aHHOIO C TEpanueu, MpUMEHIeMOU
Jutst nedenus npuctynos HAO.

3axnrouenue

HAO He siBasieTcst IpOTUBONIOKA3aHUEM K
OEpEeMEHHOCTH W pean3alii PErpoyKTHB-
HBIX TJIAHOB, OJHAKO OEPEMEHHOCTH, POJbI U
MOCJIEPOAOBEIN Meproa TPeOyIOT MHIAUBHILY-
aJIbHOTO MMOAX0a K HAOIIOAEHHIO U JICUEHHIO.
Brusiaue 6epeMeHHOCTH Ha TedeHHe 3abore-
BaHUS XapaKTepU3yeTCs BHIPAKCHHOW BapHa-
OEbHOCTBIO: YaCTOTa U TSHKECTh MPUCTYIIOB
MOTYT yBEJIMYHMBATHCS, YMEHBILATHCS UITU CY-
LIECTBEHHO HE U3MEHSTHCS, IPUUEM XapaKTep
U3MCHCHUN MOXET pas3iinyaTrhCs NaKke TMpH
MOCJIEIOBATEIHHBIX OEPEMEHHOCTSX y OTHOU
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KEHIIUHBL. ['OpMOHaIbHBIE U3MEHEHHUS, TIpE-
/1€ BCErO IOBBIIIEHUE YPOBHS 3CTPOIEHOB,
MoryT monuduimposars Teuenne HAO. Ilpu
9TOM UMEIOLIUECS JaHHBIE HE CBUIETEIbCTBY-
0T O IIOBBIIIEHUH PUCKA CAMOIIPOU3BOJIBHOTO
abopra, mpeXIeBPEeMEHHBIX POJOB MU Keca-
peBa ceuenus y xeHuuH ¢ HAO-C1-INH.

Ocoboe 3HaueHHE HMEET CBOEBPEMEHHOE
pacrno3HaBaHUe NPHUCTYIIOB, B TOM 4YHUcie ab10-
MHUHAJIBHBIX, KOTOPbIE MOTYT UIMUTHPOBAThH aKy-
LIEPCKYI0 WIM XUPYPTrHUYECKYHO IaTOJIOTHIO U
NPUBOIUTH K HEOOOCHOBAHHBIM ONEPAaTUBHBIM
BMmewarenbeTBaM. [lnasmennsiii C1-INH ocra-
€Tcs MpenaparoM IEpBOU JIMHUU UL JICUCHHUS
OCTPBIX IPHUCTYTIOB U I0IATOCPOYHON PO(HIIAK-
tikn HAO-CI-INH Bo Bpemsi GepemeHHOCTH,
POZIOB U IPYAHOTO BCKApMIIMBAHUS U XapaKTEPH-
3yercsi OaronpuATHBIM MpoduiieM 6e30macHo-
ctu. IIpu orcyTcTBUM aKyILIEPCKUX IOKa3aHWN
IIPENIOYTUTENBHBl BarMHanbHble possl. [Ipe-
napar Juis SKCTPEHHOTO JICYCHUS JOJDKEH ObITh
JIOCTYTIEH BO BPEMS POZIOB U B pPaHHEM IIOCIIE-
POIOBOM MEPUOAE, TOCKOJIBKY IIPUCTYIIBI MOTYT
BO3HUKATh U [10CJIE POAOPA3PELLEHNS.

Pesynbrarel ankeTupoBaHus 8 Oenopyc-
CKUX KCHIIUH IOATBEPAWIN BbIPAKEHHYIO
BapuabenbHocTh Teuenuss HAO-C1-INH: yse-
JMYEHUE YaCTOThl MPHUCTYINOB OTMEYAJIOCH B
42,9% GepeMeHHOCTEH, MPAKTUYECKU MTOJTHOE
IIpeKpalieHue NpucTynos — B 35,7%, oTcyT-
CTBUE CYILIECTBEHHbIX U3MeHeHuil — B 21,4%
cirydaeB. [lonydeHHble JaHHBIE TOKA3aJI1, YTO
XapakTep TeueHHs Mpeabayieii OepemeH-
HOCTH HE BCErjJa MO03BOJIET IIPOrHO3UPOBATh
aKTMBHOCTb 3a00JIeBaHUS TP MOCIIETYIONICH
o6epemennoctH. 13 14 ponos 85,7% mpowusor-
JIY YEepE3 €CTECTBEHHBIE POJOBHIE IIYTH, a IIPU-
CTYIIbl B TEUEHUE MEPBBIX 72 4acOB MOCIE PO-
nopaspenieHus: ormedanuck B 21,4% ciyydaes.
I'pynHoe BckapmilMBaHHWE B IIPEICTaBICHHOU
KOTopTe NEPEHOCUIIOCH XOPOILIO.

Huskas yactora mpumeHeHus: NpoguiIak-
tryeckoil Teparuu C1-INH B o6cnenoBanHOM
KOIOpTE€ B 3HAYUTEIBHOM CTENEHU OTPAXKaeT
UCTOPUYECKYIO JIOCTYIHOCTH CIELH(UUECKON
Tepanuu B benapycu, mockosbKy OOJBIIMHCTBO
OepeMeHHOCTEeH M POJOB MPOU3OIILIO 10 PEru-
cTpanuu U nocneayromero BmodeHus pdCl-
INH B akTyaJIbHBIN KIMHUYECKUHA IIPOTOKOIL.
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L.E. Guryanova, Yu.S. Zharankova, L.V. Ausianik, V.I. Lebedz, A.V. Solntsava

PREGNANCY, DELIVERY, AND THE POSTPARTUM PERIOD IN
WOMEN WITH HEREDITARY ANGIOEDEMA WITH C1 INHIBITOR
DEFICIENCY: A REVIEW OF CURRENT MANAGEMENT APPROACHES
AND ANALYSIS OF SURVEY DATA FROM BELARUSIAN PATIENTS

Hereditary angioedema due to C1 inhibitor deficiency (C1-INH-HAE) requires particular
attention during pregnancy because of the unpredictable effects of hormonal changes on dis-
ease activity, the risk of potentially severe attacks, and the need to select treatment that is safe
for both the mother and the fetus. This article summarizes current evidence from the literature
and up-to-date recommendations for the management of women with C1-INH-HAE during
pregnancy, delivery, and breastfeeding. The available evidence demonstrates that HAE is not a
contraindication to pursuing reproductive plans. In addition, we present the results of a survey
of 8 Belarusian women with C1-INH-HAE who had a total of 19 pregnancies, 14 of which
resulted in delivery. Disease course in this cohort was highly variable: an increase in attack
frequency was reported in 6/14 (42,9%) of pregnancies, near-complete cessation of attacks in
5/14 (35.7%), and no substantial change in 3/14 (21,4%); moreover, the course of the disease
could differ between successive pregnancies. In one case, an abdominal HAE attack was mis-
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diagnosed as an acute surgical condition, resulting in appendectomy at 26 weeks of gestation,
followed by pregnancy loss. Most deliveries occurred vaginally (12/14, 85,7%), while HAE
attacks within the first 72 hours after delivery occurred in 3/14 cases (21,4%). The current ap-
proaches to the treatment and prophylaxis of C1-INH-HAE presented in this article may serve
as a practical guide for healthcare professionals involved in the management of patients with
HAE, facilitating timely diagnosis and treatment of attacks, rational selection of therapy, and
improvement of patients’ quality of life.
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