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Beenenne

CriexTp cepaeuHO0-COCYIUCTHIX 3a00IeBaHNN y OEpPEMEHHBIX Upe3BbIYaiiHO MIMPOK. Yare
BCETO B KIIMHUYECKOM MPAaKTHUKE HaOII01at0Tesl apTepuanbhas runeprensus (Al) u HapymeHus
ceple4yHoro purMa. Kapauomuonatuu BCTpEYaroTCsl pEKO, HO TEM HE MEHEE SABIIIOTCS
HOPUYMHOM TSXKEIBIX CeplIedHO-COCYAUCTBIX OCIIOKHEHHH pu 6epemMenHocTH . OHa U3 HUX —
nepunapTaibHas (Iociaepo10Bas, OT JaT. partus — pojbl) KapAUOMHOIATHS .

[MTKMII — uanonarudeckoe 3a00jieBaHNE MUOKap/Ia, MPOSIBIISFOIIEECs CEPICTHON
HEI0CTaTOYHOCThIO Ha (DOHE CUCTOIMYECKOM qucyHKIUM JeBoro xenyaouka (JIXK) B konue
OepeMEHHOCTH WU B MEepBbIE MecsLbl ocie poaos. [pu satom nunatauus JODK He oOs3arenbHa,
onHako ¢pakius Beiopoca (PB), kak npasuio, Hike 45%.

Hcropuueckas cupaBka

[TepBoe onuncanue [TKMII kak ¢popmbl kaparoMuonaTuu omyoankosano B 1937 r. B.
Gouley u coaBt. B 1971 r. J. Demakis u coaBT. onucanu 27 NalMeHTOK ¢ TSHKETOM cepiedHon
HEI0CTaTOYHOCTHIO, CBA3aHHOM ¢ O€PEMEHHOCTHIO, U BIIEPBHIE C(HOPMYITHUPOBATN
nuarnoctuueckue kputepuu [TIKMII: pazButue cuMnToMoB B OCIEIHUN Mecs] O0EPEMEHHOCTH
WIH B TEYEHHUE 5 MEC IIOCIIE POAOB, IPU OTCYTCTBUM JPYIMX IPUUYUH JJIs1 BOSHUKHOBEHUS
CepAeYyHON HeI0CTaTOYHOCTH U OTCYTCTBHHM 3a00JI€BaHUI cepAlla B IEPUO/], TPEIIECTBYIOIUI
OEpEeMEHHOCTH.

Tounsie nannsie 0 yactote [IKMII y 6epemennsix B EBpornie oTcyTcTBYIOT. ITO
00BsICHAETCS TEM, YTO B HAacTosIIee BpeMsl uccieoBanus, nocpsmenusie [IKMII, nposoastes B
ocHoBHOM B CIHIA, KOxHolt Adpuke u Pecriy6nuke ['antu 1 MeHbllle — B JPyTruX CTpaHax, B
ToM umrclie eBponeiickux, rae [IKMII Bctpedaercs kpaitne penko. [TogoOHbI eHOMEH CBS3aH C
6onee Bbicokoii 3a00seBaeMocTbio [IKMII y sxeHmumH yepHoil packl. MHOTOUMCIIEHHBIE
UCCIIEIOBaHMs HE OOHAPYKUJIM TeHETUYECKUX MYyTalluii, OTBETCTBEHHBIX 3a pa3sutue [IKMII. B
psazae ciaydaes npu IIKMII BeisiBieHa yBenMueHHas 4acTOTa BCTPEYaEMOCTH MyTAllUi T€HOB,
00Hapy>XMBAaEMBbIX TaKXe Y OOJBHBIX C IuIaTalmoHHon kapauomuonatuei (JKMII), B
YaCTHOCTH, TATHHA (CTPYKTYpHOTO Oeinka capkomepoB), MUKpoPHK (mirl46a) u HekoTOpbIX
Opyrux. Y Takux OOJbHBIX HECKOJBKO Yallle BCTPEUAETCsl OTATOLICHHbIN ceMeHHbIi aHaMHe3 110
JAKMII. Tem He MeHee, o coBpeMeHHbIM npeacTasiaeHusiM [IKMIT npencrasnser coboit
camocrosTelbHOe 3a0oeBanue, a He BapuaHT TeueHus JJKMII, npossusiieiica Ha ¢poHe
reMOJMHAMHYECKON NIepecTPONKH BO BpeMsi 0EpEeMEHHOCTH.

Tem He menee B 2010 1. ormy0IMKOBaH crieluaibHbIA 0030p, mocBseHHbi [TKMIT .
Yactora [IKMII Ha ocHOBaHMM MPUBEICHHBIX JaHHBIX cocTaBiser | ciydait Ha 3000—4000
o6epemennbix. B Poccuu onmcano okosno 10 kImHUYECKUX HAOIIOICHH, OJTHO U3 TIOCIESTHUX —

B 2013 T.



®akTopsl pucka [TIKMII

K ¢akropam pucka pazsutus [IKMII otHOCAT Bo3pacT (Hanbosee BEICOKYIO
3200JIeBaeMOCTh OTMEYAIOT Y OepeMeHHbIX cTapie 30 JieT); KOIMYecTBO OepeMEeHHOCTE! U
POJI0B (MHOTOPOXKABIINX JKEHITNH OTHOCAT K rpynne pucka [IKMII); mHoromnonnyto
O0epeMeHHOCTh; rectaninoHHyio Al" (vactora recranimonnoit Al' y 6omsHbIX ¢ [TKMIT
konebaercs o 8—10 10 43%); mpesKIaMIICUI0, KOTOPYIO JUATHOCTHPYIOT Y 22% MalueHToK ¢
[TKMII; sTHHYECKOE MPECTaBUTENBCTBO (HETPOUAHAS paca); TeHETHYECKYIO
MIPEIPaCIIONOKEHHOCTh (ceMelHbIe cay4yau 3a001eBaHus y )KUTeabHUI ['anuTh);
TOKOJINTUYECKYIO TEPAIHIo; YIOoTpeOiieHue KOKauHa; MpoKUBaHUE B CTpaHax AQpUKH U
KapuOckoro 6acceiina; miaoxoe nutaHue; AeQUInT celIeHa; XJIaMUIUIHYIO U SHTEPOBUPYCHYIO
UHQEKIHH.

Otuonorusa [IKMII

Ortuonorus [IKMII ve ycranosnena. B pazsutuu [IKMII moryT urpats poiib nHGEKINH,
BOCIIAJICHUE U ayTOMMMYHHBIE Ipoecchl. Tak, B psae ucciaeqoBanuil y skeHuuH ¢ [TIKMIIT
BBISIBJICHO TIOBBIIIICHHE YPOBHSI MapKepoB BoCTIalieHHs ((haKkTop HEKpO3a OIyXoJieH o,
unTepdepon, untepneiikuu-6, C — peaxktuBHbii 6en10k — CPB) B mazme kpoBu, 4to
MO3BOJIMJIO CYUTATh BOCHAJIEHHE MUOKap/1a U alloNTo3 KApJAUOMHUOLIMTOB OJHON U3 TPUYUH
Bo3HMKHOBeHUs [IKMII . B ceiBopoTke kpoBu nanueHTok ¢ [IKMII B otimuue ot 60IbHBIX
UIMONaTHYECKON nuiaTaimoHHou kapauomuonatueit (JKMIT) onpenensisics Gosiee BhICOKUIMA
TUTP ayToaHTUTEN. [IpoBOIMPOBATH MATOIOTMYECKUN UMMYHHBIN OTBET MOKET ()eHOMEH
XUMepH3Ma — NPOHUKHOBEHHE KIIETOK IUI0/1a Yepe3 IJIalleHTapHbIi Oaphep B OpraHu3M MaTepH,
KOTOPOE yBEIMUUBAETCS TpH MHOTOTu1oHOM O6epemenHocT. [IMKII Ttaxke cuntatot
CJIEICTBHMEM HecOaTaHCUPOBAHHOI'O OKCUAATUBHOIO CTPECcCca, KOTOPbI MPUBOAUT K
IPOTEOIMTUUECKOMY Pa3pyIICHUIO IPOJIAKTHHA ¢ 00pa30BaHHEM MOILIHOI'O aHTHOCTATUYECKOTO
¢akTopa u npoanonToTHyeckux ¢pparmMeHToB . Kpome BocnaneHust 1 OKCUJATUBHOTO CTpecca, B
kauecTBe Bo3MoxkHOM npuunHbl [IKMII paccmarpuBaercs BupycHast HHQEKLHs, HO
KJINHAYECKHE JTaHHBIE O POJIA BUPYCOB B BO3HMKHOBeHHH [IKMII mpoTnBopedunBEl 1
HEYOeTUTEIbHBI.

3HaueHue reHeTHYECKON IIpeapacnonokeHHocTH Kk pa3suthio IIKMIT He ycTanoBnEHO.
Ha BHYTpUIONYJISAIIMOHHOM YpOBHE T€HETHYECKas MPEApacoioKeHHOCTh ITUPOKO BapbUPYeET.
3unauntenbHas pacnpocrpaHeHHOCTh [IKMII B HekoTopsix cTpanax (FOxxnas Adpuxka,
Pecny6nuka 'auTH) yka3sIBaeT Ha BaKHYIO POJIb B €€ pa3BUTUH (PAKTOPOB PUCKA, CBA3AHHBIX C
00pa3oM XKU3HU. B TO ke Bpems MOJIHOCThIO CKITIOUUTh HATMYUE Y 9THX MallUeHTOK MyTaIii

Kak 00Ieil TeHETHYECKOW OCHOBHI /Tt Bo3HUKHOBeHMs [IKMII 3aTpyaHuTensHO.



Pucynok 1. Ponb cuctemsl «ipOjJakTUH —

3noponoe
cepaue

karericuH D — nponaktun 16 kDay» B
[IaTOT€HE3€ NePUNapTAIbHON
Kapananonoii
KapAMOMUOIIATHH.
Onucanue: CHUKEHUE KOHLIEHTPALUK
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MPOIYLUPYEMOTO TUIIOPU3OM U
KapauanbHeIME (puOpobIacTamu. 3aTem,

MMII u karencun D pacuiemisitor

PEaKTUBHBIX (POPM KHCIIOPO]Ia C TIOMOIIBIO

nposiaktuH 23 kDa Ha ero menbinyto ¢popmy pazmepom 16 kDa. [Tossnenue nponaktuna 16 kDa
yXyJIIaeT KIETOYHBIH METab0IM3M KapAMOMHOLIMTOB U MOBPEXK/JIAET YHI0TEIHATIbHBIE KIETKH,

MPUBOS K Ba30OKOHCTPUKITUH, allONTO3Y, BOCHAJICHUIO U PA300IIEHUIO KATMJUBIPHBIX CTPYKTYD.

Junarnoctnuecknumu kputepuun [TIKMIIT

B HacTos1ee BpeMst OCHOBHBIMU JTMATHOCTUYECKUMU KPUTEPUSMHU MOCIEPOTOBOI
KapIMOMHUOTIATHH SIBIISIOTCS
- pa3BHUTHE CEPJICYHON HEIOCTATOYHOCTH B ITOCIICTHUE MECSIIBI OEPEMEHHOCTH WIIH TTEPBBIC 5
MecsI1IeB MOCTe POJIOB,
- OTCYTCTBUE JIPYTrOoi YCTAaHOBIECHHOW MPUUYMHBI KAPAHUOMETAINN U CepIeUHON
HEJ0CTaTOYHOCTH,
0 OTCYTCTBHE KaKOH - THO0 00JIe3HU Cep/Ila JI0 MOCIETHETO Mecsiia OEpeMEHHOCTH,
0 TucYHKIHS JIEBOTO enmyaouka mo nanasiM D XOKC,
0 (ppakuust BEIOpoCa IeBOro xemyaouka meHee 45% wnu (pakuus ykopoueHust meree 30%,

KOHEYHBIN INACTOIUIYCCKUI pa3Mep JIEBOTO Kemymouka > 2,7 cm/M2.



Knunnueckas kaptuna [TIKMIT

Knunnueckast kapTiHa 3a0oseBanus HecrienupuuHa. boabHbIX 6ecriokosT cnabocTh,
ObICTpasi yTOMJISIEMOCTb, OJIBIIIKA, OOJIH B MEPUKAPAUAIBHON 00aCTH, Kallelb, TOSBIISIOTCS
3JIEMEHTBHI JIEBOXKEIIYI0UKOBOM CEpJIeUHON HEI0CTaTOYHOCTH (OPTOINHO3). YacTo siBIeHuUs
CepAeYHON HEeI0CTaTOYHOCTH JJOBOJIBHO €1a00 BbIpakeHbl. Tak kak OOJIBIIMHCTBO OepeMEHHBIX
JKEHILMH Ha MO3/IHUX CPOKaX HCHBITHIBAIOT CJIa00CTh, CONIPOBOXAAIOIIYIOCS OJIBIILIKOMH,
OTEYHOCTBHIO HM’)KHUX KOHEYHOCTEM, IepBbIe CUMIITOMBI epunapraibHoil KMII,
BCTpEYaroLIeicsa JOCTaTOUHO PEIKO, MOTYT ObITh nponyiieHsl. [Ipu pusnkansHOM 00
CJIEJOBAaHUM OTMEYAETCs YBEJINYCHHUE Pa3MEPOB CEPALA, IIIyMbl PETYPrUTALIMH, 3aCTOINHBIE
XPUIIBI B JIETKUX, HA0yXaHHUE MIEHHBIX BEH.

Hannsie OKI' HecnenmuyHbl: CHHYCOBas TaXUKap/Hsl, aTPUOBEHTPUKYIISIPHBIC HITH
BHYTPHIKEIIYI0UKOBbIE 0JIOKa/Ibl, HA/KENTyJOYKOBbIE TAXUAPUTMHHU, AU (y3HbIE HAPYLICHUS
penonspusanuu. Ha peHTreHorpaMMe rpy1HOM KJIETKH OTMEYAIOTCs YBEIMUYEHUE Pa3MEPOB
cep/ua, 3aCTOMHbIE N3MEHEHHUS B JIETKUX WM HAJIMYUE )KUJIKOCTH B IIEBPAJIbHOM MOJIOCTH.

Oxokapauorpadus SBISETCS CaMbIM CHEH(PUIHBIM METOJIOM JTHArHOCTHKH, C €€
HOMOILBIO MOYKHO OIPEJICJINTh HAJTMYUE U CTETIEHb CUCTOINYECKON TUCHYHKIUH, TUIATALIHIO

MOJIOCTEH cepanua, HaJIn4nue I[PI(I)(bYSHOfI TUIIOKWHE3UU CTCHOK JKCIYIOYKOB.

Huarnoctuka ITIKMIT

Kinunnyecku I[IKMIT HanomMuHaeT quinaralinoHHYO KapAUOMHONATHIO, HO pu 3ToM JDK
He o0s3arenbHO auinatupoBad. @B npu [TIKMII noutu Beerna Huxe 45%, a cama maToaorus
ABJIIETCS IEPBUYHBIM MJIM HE3aBUCUMBIM 3a00JIEBaHNEM, [IOCTAHOBKA IMarHO3a KOTOPOIo
OCHOBBIBAETCsI, IPEK/IE BCETO, HA BBISIBJICHUH €0 COUYETAaHUSI C OEPEMEHHOCTBIO U UCKIIIOUEHUN
JIPYruX KapAMOMHOIIATUN U TOPAKEHUH MUOKAP/a, COIIPOBOKIAEMBIX CHUKECHUEM
CHCTOJINYECKOHN (PYHKIUH.

[Tockonbky [TKMII siBnsieTcst AMarH030M UCKIFOUEHUS, ISl €10 MOCTAHOBKHU
HE00XO0IMMO MPOBEJIEHUE P TONOJHUTENIBHBIX UCCIIEJOBAaHUM.

[Tpu ¢puznkazbHOM OCMOTpe 00palaloT BHUMaHUe Ha Ha0yXaHue eHHbIX BeH,
yCUJIMBAIOILEeCs TP HAJAABIUBAaHUM Ha MEeYeHb (TeNaToITyJIIPHBIN peQUItOKC), BIaXKHbBIE XPHUIIBI
B JIETKUX, T1yXxocTh TOHOB cepana. [IKMII nuddepennmpyroT ¢ npuoOpeTeHHbIME TOPOKaMU
cepana, IuIaTalMOHHONW KapIMOMUONIaTUEN, MUOKapIUTaMH H TIp.

ITockonbky npeobnanaromee yucio ciaydaes [IKMIT npuxoauTcst Ha mociepo0BbIi
nepuoJi, 0OJbIIOe 3HAYCHUE UMEET YTOUHEHHE (akTa OEpEMEHHOCTH Y MAIUEHTKH C

osicTponporpeccupyromieir XCH. OTcyTcTBHE KaKuX-THO0 KapIUOJIOTHIECKUX 3a00JIeBaHMI



(MBC, mopoku cepaia) 10 Havaia rectaliii CBUAETeIbCTBYET B osib3y [TIKMII. s yrounenus
JarHo3a MpOBOIUTCS JOMOTHUTEIbHOE 00CIeI0BaHNE, BKITIOYAIOIIEe:

JlaboparopHeie uccnenoBanus. B kpoBu 0OHapyKUBaeTCs MOBBIIICHHE (PparMeHTa
nposiakTuHa 16k/la u Mapkepa cepJIeuHON HEI0CTAaTOYHOCTH — MO3TOBOT'0 HATPUUYPETUUECKOTO
nentuga (NT-proBNP).

OKT'. Ha sanexTpokapauorpaMMe 0OTMEYaOTCs MPU3HAKU TUIIEPTPOGHUH JIEBOTO U IIPABOTO
KEITY0UKOB, PA3TUYHBIC HAPYIICHUS pUTMa: (PUOPUIUISIIIHS IPEACEPAHA, )KEIyT0IKOBas
JKCTpacHucTONNs, OJI0Kaa IEBOM HOXKKY Mydka [ 'uca.

Ox0-KI'. Oxokapauorpadus cuuTaercss OCHOBHBIM METOJIOM HCClieI0BaHus. BrisBisercs
pacumpeHue Bcex KaMmep cepliia, 0COOCHHO JIEBOT0 JKeTyA04Ka, BEIPAXKEHHOE CHIDKEHHE
dpaxun BeiOpoca (45-50%), oTHOCHTENbHAS ATPUOBCHTPUKYIIIPHAS HEIOCTATOYHOCTh. MHOT 12
BCTPEUAIOTCS IPUCTEHOYHbIE TPOMOBI, YMEPEHHBIH MepUKapIUATbHBIN BBINIOT.

MPT cepaiia. MarHuTHO-pe30HaHCHAs TOMOTpadus MO3BOJISET MPOBECTH JETAIBHYIO
OIICHKY CTPYKTYphI MUOKap/a. HazHauaercs npu HEOHO3HAYHBIX pe3yabTaTax Ixo-KI'.

Pentrenorpagus OI'K. Ha penTrenorpaMMe opraHoB OTMEYAeTCsl paCIInpPEHNE TEHU
cep/la, yCUIEHUE COCYAUCTOrO PUCYHKA 3@ CUET BEHO3HOT'O MIOJIHOKPOBUS COCYJIOB MajIoro

Kpyra KpoBooOpalieHus.

Huddepenumansaas auaraoctuka [TIKMIT

MMKMII CymecTBOBaBIIAA HM, TITA uan MuokapauT
paHee KMII, CEA3aHHEINA € aIMB0IHA
ONpHOGpeTeHHBIA GepeMeHHOCThHY OKOJIO0MIOJHEIMH
uau BIIC BOJAaMH
AnaMmHe3 Bosuukaet Pannee Havamo 3arpyauHHAaA [IneepancHasa bone Hudeknua, peaknmusa
B TeUEeHHe (eTOpoOI TpUMecTp), Goas, B IPYAHOI KJeTKe, TIHIepYYECTEHTEABHOCTH,
MecAna ao ceMelHEIN agaMHes abJ0MHHANBHEIR TaXHNOHOD npHeM npenapatog, C3CT
WJIH Ioc/e AHCKOMGOPT,
POJOE TOIHOTA
Mapkeps! [NoerimenHsle [loBLIIIEHHEIE [MoBwIMEHHEH [MoBEIMIEHHEIE MoBBIMEHHEIE YPOBHH
ypoeHH HYII, ypoeru HVII VPOEEHE ypoEHH D-guMepa, TpPONOHHHA, BEOZMOXKHO
CPBE TPONOHHHA TponoxuuHa, HYII HVTI
Ixo-KI' Auchyuxuua JlaHHBEIE O paHee Pervonanbubeiit  JucdyHKmma PernoHaneHEIR WIH
JeBOT0 M /HAH BOZHHKIIENR CHOO-, HJIH ITH, noBLILIeHHE 00K rIHNOKHHES,
M KMII, nopaseHHH  aKMHE3 NAaBJeHHA B VTOJIUEHHE HIH
Kaananos uaH BIIC [T, npuzHak HCTOHYEHHEe
MaxkKounenna crenok JIJK, nuHorga
nepHKapAHAJIBHEIH
BEINOT
JonoaHu- Obcyaute O6cyoute MPT, Kopornapras KT wnnn BIICI, MPT, o6cynuTe OHONCHIO
TeJbHEIE MPT reHeTHYeCcKoe aHTHorpadHa 00CYIUTE MHOKapja

MeT0dbl TeCTHPOEAHHE aHrHorpa@mm
JIerkHx




Jleuenne IIKMII

ITpu Benenun 6ospHbIX ¢ [IKMIT HeoOX0auMM MYIbTHAMCIMITTIMHAPHBIHN MTOIXO0/] C
IIPUBJICYCHUEM KapAMOJIOra, aKylIepa, aHeCTE3M0JI0a, PEaHUMATOoJIora U HEOHATOJIOoTa IS
MaKCHUMAaJIbHO PaHHEH TUarHOCTUKY 3a00Jie-BaHUsl U IPUMEHEHUS Y3PPEKTUBHBIX
CKOOpAVHHUPOBAHHBIX IECHCTBUM, HAIIPABJICHHBIX, B IEPBYIO O4€pENb, HA
MpeIynpexaeHne MAaTepUHCKON U GeTanbHoi cMepTHOCTH. OCHOBHBIMH 1emsimu Jiedernst CH,
kak npossienue [IKMII, sBisAroTcs yirydiieHrue reMoAMHaMUYECKOTO CTaTyca, CBEICHHUE K
MHUHMMYMY BBIPaKEHHOCTH KJIIMHUYECKUX MPOSBICHUHN U OCIOXKHEHUH, a TaKkke o0ecreyeHue
6J1aronpuUsATHOrO Mcxoaa 3a00J1eBaHMsL.

B nenom, neuebnas rakruka [IKMII cpaBHrMa ¢ TakoBO# mpu APYyrux ¢popmax
HEUIIEMUYECKON KapIMOMHUOIIaTUH U BKJItoYaeT B ceOs euenue CH, anTukoaryiasHT-

HYIO U aHTHApPUTMHUECKYIO Tepamnuio. OJIHaKo MpHu 00CYKAECHUHU Teparnuu KpaiiHe BaKHO
YUUTBIBAaTh CPOK OEPEMEHHOCTH M3-3a MOTEHIMAIBHOTO BO3ICHCTBUS IpenapaToB Ha
BHYTPUYTPOOHOE pa3BUTHE IIJI0JIA, a [TOCIIE POAOB — IPOLECC JIAKTALUU U MTONaJaHue
JIEKAPCTBEHHBIX CPEJICTB B MOJIOKO MATEPHU.

OcHOBHBbIE JIeueOHbIE MEPOTIPHUSTHS JOJKHBI ObITh HAIIPABJIEHbI HA YMEHbILICHHE
nOTpeOJIEHUs COU U JKUAKOCTH, IIPe]I- U IOCTHATPY3KU Ha Cep/lle, yBeIuueHHe
COKpPATUTENbHON CIIOCOOHOCTH MUOKapAa, TPO(UIAKTUKY OCIOKHEHHH, B YACTHOCTH CHUYKEHUE
pucka Tpom603MOo0Iuii, mporpeccupoBanust CH u Hapymenuii putMa cepaua.

bosnbubiM [TKMII pexomenayeTcst orpaHideHne npuemMa xKHUJIKOCTH 10 2 J1/cyT.,
noBapeHHoi conu 10 1,5-2 r/cyr. Het pekomeHanuil mpuaepKuBaTbcs CTPOroro NoCTEIbHOTO
pexHrMa, KpoMe ciiydyaeB, Korja OosibHas MI0X0 MEPEHOCUT (PU3NUYECKYIO0 Harpy3Ky, BCIIEJICTBUE
BbIpaxkeHHON CH, miu n3-3a BBICOKOTO pucKa TpoMO0IMOOIMUECKUX oclokHeHul. bonee Toro,
npu kimHn4YeckoM yiydmenuu [IKMIT nanyenTkaM peKoOMEHIyeTCsl BHIITOJIHATD
KOHTPOJIMpPYyeMble (PU3NYECKHE YTIPaKHEHHUS.

Cpenu (papmakoIOrnuecKrx Mpenaparon, UCIOIb3yEeMbIX MU JiedueHuH codctBeHHo CH
y nanueHTok ¢ IIKMII, ncnone3yrorcst inypeTHKH, Ba30AUIaTaTOPbl, THOTPOIIHBIE CPECTBA,
UHTUOUTOPBI aHTHOTEH3UH NpeBpamtaroero gepmenta (MAIID), B-anpenodnokarops! (f-Ab),
AQHTHKOAryJIIHThl, aHTHAPUTMUYECKHUE Tpenapartsl. FIMeeTcs onbIT NpUMEHEHUs IEPCIIEKTHBHBIX,
OJIHAKO /10 KOHI[a HE U3YYEHHBIX (PApMaKOIOrHUECKUX CPEACTB, BIUSIONIUX Ha
natoreHernyeckue mexanuzmsl [IKMIL.

JlnypeTuku.

Jl1s yMEHbILIEHUS JIETOYHOTO 3aCTOsA, CHM)KEHUS IEHTPAJIBLHOTO BEHO3HOT'O 1aBJICHUS U
npeaHarpy3Ky MoKa3aHo Ha3HadeHne auypeTukos, xots C.Schaefer et al. ormeuaer, uto B

MOCJIEAHUE TOJIbl TUYPETUKU UCTOIb3YIOT Y OEpEMEHHBIX JIUIIb B KPalHUX Cllydasix: IpU OTEKe



nerkux U Tspkenor CH. B rocniutanbHbIX yeroBUsx 0osiee 6€30MacHBIMU CYUTAIOTCS TTETIEBBIC
I[I/IypeTI/IKI/I, OJHAKO B MCHEC TSAXKCIIbIX cnyqaﬂx ,Z[OHyCTI/IMO HpI/IMeHeHI/Ie I[I/IypeTI/IKOB
THA3HUJIOBOTO Psifia, CPEIH KOTOPBIX HanboJIee N3ydeH THIPOXIOPTUAZH/I.

Ha3Hauath TUypeTHKH CeayeT OCTOPOKHO M3-3a BO3MOKHOTO Pa3BUTHS METa00JIMUECKOTO
aruyI03a MaTepy M 00E3BOKUBAHUS, YTO IPUBOIMT K TUIIONEPY3UH MATKU U JIUCTPECCY TUIOA.
JrypeTuKy yMEHbIIAIOT 00beM UPKYIUPYIOIIEH IIa3Mbl, CHIYKAs IUIAlEHTapHYo nepdys3uto,
4yTO B HOCJICI[YIOH_ICM HpI/IBOI[I/IT K YXYI[H_IGHI/IIO TeMOJIVHAMHUKU I1J10/1A.

BazojamnaTaTopsl.

[IpumeneHre HUTPATOB ¥ THpAIa3uHA B TIEPHO/Ie OEPEMEHHOCTH CUUTACTCS OE30MacHBIM.
['mapanas3u ABIsIETCS MpenapaToM BeIOOpa MpH JICUYSHUH B TIEpUo] rectauuu. Bo Bpems
OepeMeHHOCTH MpU HEBO3MOKHOCTH Ha3HaueHus MATID u 6:10kaTopoB penenTopoB
aHruoTeH3uHa II, HuTpaThl ¥ TUApaNa3uH BBHICTYNAIOT B KAYECTBE OCHOBHBIX Ba30IMJIaTaTOPOB,
JIONYCTUMBIX K UCIIOJIb30BaHUI0. BHyTpUBEHHOE BBEJICHNE HUTPOTIIUIIEPHHA HAYNHAIOT C
MUHUMaIbHOH 103bI (10-20 MKT/MUH) 1 THTPYIOT 10 HeoOXxoaumMoit (200 MKI/MUH) AaIMEHTaM C
CHCTOJINYECKUM apTepuanbHbIM naBieHueM (AJ]) 110 mum pt. ct. u Gonee .

I[1pu Gonee Hu3kux nudpax AJl HeoOxoanma 0codasi OCTOPOKHOCTH €r0 NPUMEHEHHS.
Hurtponpyccun HaTpusi Ha3HA4YaTh HE PEKOMEHYeTCs U3-3a BO3MOKHOTO TOKCHYECKOTO
a¢dekra Ha TUTOA METa0OIUTOB TIpernapaTa — IIMAHUOB U THOIIHAHATOB.

MuoTponHkle npenaparThl.

[TpenapaThl C MOJIOKUTEIBHBIM HHOTPOIHBIM 3((HEKTOM paccMaTpUBAIOTCS MPH COCTOSIHUSIX C
HU3KHUM CEepACYHBIM BBIOPOCOM, MPOSBISAIOIINXCS CUMIITOMAMHU TUTionepdy3uu (OulyIeHue
03HO00a, X0JIOHASI U BJIAKHAsl KOXa, BA3OKOHCTPUKIUS, allUJ103, YXYAlIeHnEe (QYHKIIUU

MOYEK, HapyIIEHWE MO3TOBOH JI€ATEIbHOCTH), a TAKXKe MPU3HAKAMH 3aCTOsl, HECMOTpSI Ha
NPUMEHEHHE Ba301MIaTaTOPOB U/WIIM TNYPETUKOB.

Ecnu Bo3HHKaeT HEOOX0JUMOCTb, 0OBIYHO UCTONIB3YIOT AOMAaMUH, 100yTaMUH, MUJIPUHOH WU
cepaeunblie riauko3uast (CI).

B-agpeH00I0KATOPEL.

st CHUOKEHUS PUCKA Pa3BUTHs ApUTMUN U BHE3AITHOM CEPACYHON CMEPTH, a TAK)KE YIIYYILECHUS
OTJAJICHHOT'O MMPOTHO34, TIOKa3aHO Ha3HadeHue B-Ab npu oTcyTcTBUM crienuduyecKkux
npotuBonokazanuil. [IpeumymiectBa Ha3HaueHus B-Ab 1715 MaTepuHCKOTO 340POBbs

0OBIYHO MPEBBIIIAIOT BO3MOKHBIN PUCK JUIsl peOeHKa, KOTOPBIH CBSI3aH C OrpaHUYEHHEM
BHYTPUYTPOOHOTO POCTa ¥ HU3KUM BECOM HOBOpOXKAEeHHOr0. Heo6xonumo mpumeHsTs 1-
CeJIEKTUBHBIE aJIpeHOOI0KATOPHI JJIsl IPEAOTBPALLCHNSI aHTUTOKOJIMTUYECKON aKTUBHOCTH

oTocpeIoBaHHOM 6J10Kamoi B1-perenTopos .



B ocHOBHOM NPUMEHSIOT METOMPOJIOIN, KapBEAUION U OUCOMPOIIOI, XOTsI IPU OEPEMEHHOCTH
Han0oJiee YacTo UCIOJIB3yeTCsl MeTonposoi. CuuTaercs, 4To yaiie HazHauyaeMbIM B-Ab npu
OCepeMEHHOCTH B €BPOIICHUCKHX CTpaHax siBisieTcss MeTorpodiol, a B CIIIA —maberanon.

Wuruburop If-—xanaina.

NBabpaanH. HeoO0xoauMoCTh 3aMeIJIeHHs 4acTOThI cepaedHbix cokpamenuii (HCC)
IPOJMKTOBaHA YacTo HabmogaeMoii Taxukapaueit y 6onpHbix [IKMII, uto B couetannu

¢ HU3KUM A/l sBnsieTcst HeOIaronpusATHBIM NPEIUKTOPOM MCX0/1a 3a001eBaHusl. Y HEKOTOPBIX
MalMeHTOK, UMEIOIIHX pe3ko cHikeHHyo @B JIK, mpumenenue f-Ab B BBICOKHX JTO3UPOBKAxX
OTpaHUYEHO U3-3a apTepuaIbHON T'MIIOTEH3UH, YTO, B CBOIO OYEPEe/lb, YMEHBIIAET BO3MOXHOCTh
KoHTpoust Beicokoit UCC.

AHTHKOAryJISIHTEL.

[Tpu nmr00BIX KapJMOMHUOIIATHSIX, OCOOCHHO IPH BBIPAXKEHHOM JUIaTalluy MOJIOCTEeN cepAaLa u
cHkeHnH OB, cylecTByeT MOBBILIEHHbIH PUCK pa3BUTHS HHTPAaKapAUaIbHOTO TPOMOO03a U,
COOTBETCTBEHHO, TPOMOOIMOOIMIECKUX MTU30/I0B, YTO TpeOyeT MPOBEICHUS
poUIaKTUYECKONW aHTUKOAryJIIHTHOM Tepanuu. bepeMeHHOCTh U IIOCIepO10BbINM epUoT
YBEJIMYHBAIOT 3TOT PUCK 3a CYET COCTOSAHUS (PU3NOJIOTHUECKON THIIEPKOAryJIsLiuy.
OulpuILIALUSA NpeAcepIuil, HaIMYMe HHTPaKapIUaJIbHBIX TPOMOOB, HCII0JIb30BaHHE
O6pomMokpuntuna u cHmkeHne OB <30-35% sBnArOTCS MOKa3aHUSIMU K Ha3HAYCHUTO
AQHTHUKOATYIITHTHON Teparnuu. CleyeT MOMHHTB, 4TO Bap(apuH 001a1aeT TepaTOreHHBIM

3¢ (deKToM B paHHUE CPOKU OEPEMEHHOCTH, a BO 2-M U 3-M TPUMECTPE €ro Ha3Ha4eHHUEe MOXKET
OCJIOXKHSTBCS Pa3BUTHEM LiepeOpaIbHbIX reMopparuit mioaa. [lostomy, y 6ompabix [IKMIT
UCIIOJIb3YIOT HEPPAKIIMOHUPOBAHHBIN relapyuH, TaK KaK OH He IPOHUKAET B IUIALICHTY (B
OTIIMYME OT BapdapHuHa).

AHTHAPUTMHYECKHUE IPEeHapaThl.

HexoTopsIM manueHTkaM, y KOTOPBIX pa3BIIIMCh HapylleHHs putMa cepaua seaencrtsue [IKMII,
IIPU OCTPBIX COCTOSTHUSIX BO3ZHUKAET HEOOXOIMMOCTh BO BHYTPUBEHHOM BBEACHUU
aHTHapuTMudeckux npenapatoB (AAII), a npu xpoHndeckux popMax — MPUMEHSIEMBIX
nepopaibHo. imeercs cylecTBeHHbIN HEJOCTaTOK AaHHbIX 0 BIugHUN AAIT Ha mon.
JIunoxauH u cotanon (kareropus B no nanueiM FDA), paccmarpuBaroT kak Haubosee
Oe30MacHbIe CPe/ICTBA.

IlaTorenernueckas TCpanuia HGDHH&DT&HLHOﬁ KapJAHnOMHOIIaTHH.

[Tpumenenne nmmynocynpeccuBHoi Tepanuu (UCT) npu [IKMII+ muokapaut. UCT
Ha3HAy4aeTcs TOJBKO MPH MOJYYSHUHU Pe3yJIbTaTOB YHIOMHOKapIuaibHON ouoncuu. Jleuenue ¢
nomouibio UCT He nokazano 60isHbIM [IKMII 6€3 npu3HakoB MHOKapAUTA WIH NIPU

0oOHapyXeHHH B MUOKap/ie NH(EKIIMOHHBIX areHTOB.



Ony0nuKoBaHbI COOOIIEHUS O XOPOIIIeM KIMHUYECKOM 3P (eKTe ¢ HopMaTu3auen
cucronnyeckoit pynkuu JOK npu ncnonap3oBaHnu OpOMOKPUNITHHA, YTHETAIOMIETO CEKPELIUIO
NPOJIAKTHHA 32 CUET CBSI3bIBAHUS C TO(PAMUHOBBIMH PELETITOPAMH U 00JIaJaI0IIEeTO
wieoTponHeiMu dddexkramu. B ywacTHoCTH, paHee ObLII0O OTMEUEHO €T0 MOJIOKHUTEIHEHOE
BIMsHUE HA A/], coCyauCcTOE COTPOTUBIIEHUE U CBIBOPOTOUYHBIE YPOBHH HOpaapeHanuHa. Kpome
TOT0, TIOKAa3aHO, YTO OPOMOKPHUIITHH YBEITMYNBACT YAApPHbBII 00bEM U YMEHBIIAET AaBJICHHUE
nanonHeHus JOK. Tlo pe3ynpTaTaMm MHOTOYHCIEHHBIX COOOIIEHUH MMOKAa3aHO, YTO Teparus
OpOMOKPHUIITUHOM SIBJIIETCS 3(P(HEKTUBHBIM U MEPCHIEKTUBHBIM METOJIOM JIEYeHHSI OOJIbHBIX
[TKMII.

NmeroTes Takke MPOTHBOPEYUBBIC TaHHBIE O IPUMEHEHUH KaOeproyinHa — MPOAJICHHOTO
aroHucra gopaMuHOBBIX peuentopoB — B jedenuu [IKMII. B uccienoBanum J.S. de Jong et al.
3aperucTPUPOBAHO 3HAUUTENbHOE yinydiienue ¢pynkuuu JOK npu ncnons3oBanuu
KaGepronuna, XOTsi UMEIOTCSI JTUIIb €AUHUYHBIE PAOOTHI, OLICHUBAIOIINE €ro AP(HEKTUBHOCTh
npu IIKMII. IToaTomy, npexaeBpeMEHHO pacCMaTPUBAaTh 3TOT MPerapaT B KA4eCTBE HAJIEKHON
Tepanuu KapAUOMHUOIaTUH BCIEACTBUE MAJIOr0 KOJIMYECTBA KIMHUUECKUX HCCIIEI0BaHUN U
BBICOKOT'O PHCKa CEPbE3HBIX OCI0KHEHUM.

TpaHcrIaHTaus cepana paccMaTpuBaCTCA B TCX ClIydadX, KOrga OTCyTCTBYCT

BO3MO>KHOCTb IIPUMEHEHUS] MEXaHUYECKOU MOAJIEPKKH KPOBOOOPALIIEHUS TNOO He

yIaeTCst JOCTHYb C €€ TIOMOIIBIO YJIOBJIETBOPUTEIBHBIX PE3YJIbTATOB BOCCTAHOBICHUS (DYHKIIMH
KEIyL04YKOB nocie 6-12 mec. neuenus . K HacrosieMy BpeMEHH HMEIOTCS IPOTUBOPEUUBBIE
pe3yJIbTaThl TpaHCIIaHTaUMK cepana y nanueHTok [IKMII: o onHuM gaHHBIM UCXOA
MepecajKu cep/iia CpaBHUM cpeiu OOTbHBIX 3TOM nmaTosorueit u CH, o0yciioBIeHHON HHBIMHU
IIPUYMHAMH, 110 JPYTUM — PE3yJIbTAaThl TpaHCIUIaHTanuy y keHIuH ¢ [IKMII okazanuce xyxe,

4YCeM Y PCIUIIMCHTOB C JPpYyIr'UMU 3a00JIeBaHUSIMU.



HE]JI OHAYAARHAR COEHKA

OmeEETE KapIEHTY TEMOEATEEME BEIPYIEEEe MagTeepaETE AHATHOG
CAL = 90 M pr. 1. YOG =1 300 wnk < 45MuH .

YT =25 M. MEpUhepMUEckDe HACKILEHWHE AHBMWIE KPOEM, BHTIHEA HATRMAYPETHHECTHE
poEd Ox = 90%. YposeHh nauTara = 210 MMansin. MEMTHG. POAOTRATAA, YNETEASEYHIE0E
Hacslwetme O MPOEM B UEHTPANLHON BeHe <60, mnrlep,m;:ﬁ]nem mﬂ“ﬂm:m

W3MEHEHKE NCHEMYECKDID COCTORHWA, XON0IHER AR EREHLMEnsHOA [
o, onurype (<20,5 MnfisivmH)

Tazenan ITKMIT ¢ TTKMIT Ges RapiEomyALMOSATEEET
EARTHODY ILMOBATEHEIME HAPVIIeHEAME HAPYImeHHH
UnTEMIGANHA NPeTHATPYIKE a| Ilpematanemas || IlocTHaTaIbEHAS
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BasnaMnaTaTopd, ecni CAT = 110 MM pT_cT. ¥ ¥
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OfcyauTh Hewssasmesys MBI, nHsasneHas Tepamas CH WA wnu Bnokamops
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Pucynoxk 2. JIeueOHbIi anropuT™ BeeHUs OOJIBHBIX OCTPOIl epunapTaabHOR
KapJIHOMHUOTIATHUEH.

Teuenne u nporuos IIKMII

Teuenue u nporuno3 nepunapraabHoit KMII HanGosnee OinaronpuaTHbl B CpPaBHEHUH C
apyrumu KMII. ¥V 6onee yem 50 % nanueHTOK nocie CMMITOMATUYECKOTO JIEYEHUSI CEpACUHON
HEI0CTaTOYHOCTH yepe3 3—6 Mecs1eB HabIoAat0TCs CTOMKOE KITMHIUYECKOe YIydIlIeHHEe U 1axe
BBI3JJOPOBJIEHUE C HOPMAJIM3ALUEN Pa3MEPOB U COKPAaTUMOCTU MUOKap/a . B minane
npejckazarenbHoi 3HaunMoct Dx0KI -nmapameTpoB BbISBIEHO, YTO M3HAYAJIbHOE 3HAUEHUE
KJIP JIXK 55 mm 1 menbie u @B Gosiee 27 % BMecTe B3SThIC SIBISIOTCS MPEIUKTOPAMHU
HopMmanu3anuu pyakimu JDK nocie pogos. C 1pyroit CTOpoHbI, CHIDKEHUE (ppakiiuu
ykopouenus meree 20 % u K/IP JOK Gonee 60 MM Ha MOMEHT TMarHOCTUKU O3HAYaroT Oojee

YeM TPEXKPATHBIN PUCK YXyIIIEHUs WU niepcucTiupoBanus aucynkuuu JOK B nanbHelimem.



[Tpu noBTOpHBIX OepeMenHOCTAX puck peruanBa KMII cocrasiser 30-50 %. [laxe B cioydae
HOpManu3auy (Gpaxuy BEIOpoca MOBTOPHAsE OEPEMEHHOCTh HE PEKOMEHAyeTcs, T. K.

CONPSIKEHA ¢ pUCKOM IporpeccupoBanus KMIIL.
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