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PRIMARY (IDIOPATHIC) PULMONARY HYPERTENSION (AYERZA-ARRILLAGA SYNDROME) AND PREGNANCY -
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Guryanov V.A.", Tolmachev G.N.?

ISechenov First Moscow State Medical University, Moscow, Russian Federation:*Volgograd Medical Clinical Centre
of the Federal Medical and Biological Agency, Volgograd, Russian Federation

The lecture deals with detailed information about the etiology, pathogenesis and clinical manifestations of primary (id-
iopathic) pulmonary hypertension, intensive treatment and anesthesia in pregnancy.

Key words: primary (idiopathic) pulmonary hypertension, pregnancy, anesthesia.

Knuandeckast knaccuukanust JIETOYHOW THIIEPTEH3UH
(Dana Point, 2008) BKITFOUacT MEpBUYHYIO (MAHOTATHUCCKYFO)
JICTOYHYIO THIIEPTEH3UI0; CeMEHHBIE ()OPMBI C ayTOCOMHO-/I0-
MHHAHTHBIM HACIICJOBAaHUEM C HEITOJIHOH NEHETPaHTHOCTHIO
BCJIC/ICTBHE MyTalluK petentopoB II KocTHRIX MOpdoreHeTu-
YecKuX OenkoB, KoxupyeMbix reHoM BMPR2, nokammsoBan-
HBIM Ha 2-i xpomocome (2q33), KpoMe TOro — XpOHHYECKYIO
TPOMOOIMOOITHYECKYTO JIETOUHYIO THIIEPTEH3UIO, (POPMBI, 00-
YCIIOBIICHHBIE BPOXK/ICHHBIMHU 3a00JI€BaHUSAME cepAma, 3a00-
JICBaHHUSIMHU COCIMHUTEILHON TKaHH, BIMSHAEM JICKapCTBEH-
HBIX TIPENaparoB M TOKCHHOB, MOPTAJbHOW THIIEPTEH3MEH,
reMOrIOOMHOIIATHIMH, MUENONpoardepaTuBHbIMH 320051eBa-
HUSIMU U T. 1.

IlopranpHas TUnepTEH3Us — HEPEAKask NPUUMHA JIETOUYHOM
aprepuanpHoi runeprersun (JIAI), GompHBIE ¢ TIOPTOITYIIh-
MOHAQJIBHON TUIEpTEeH3uel cocTaBisoT 8% BCEX cllydaeB
JIAT B peructpe HannonambHOro MHCTUTYTa 370pOBbs. Be-
positHOCTB pa3Butusi JIAI' y OONBHBIX ¢ MOPTAIBHOW THIIEp-
TEH3HEH MOBBIIIACTCS PH XUPYPIUUECKUX MOPTOCUCTEMHBIX
IIYHTaxX, MOCKOJIbKY, COTJIaCHO pe3yjibTaTaM pPeTPOCHEKTHB-
HOTO HCCIINOBAHUSA, MPUOMM3UTENBHO Y 65% OOIBHBIX C
JIAT BBINOTHANOCH XHUPYPrHUECKOE IIyHTUPOBAHUE, 2y 35%
— HEeT. DTH JIaHHBIE YETKO MOKa3bIBaioT, uTo JIAT' y OONMBHBIX
C TIOPTaJIbHOW THIEPTEH3UEH CBs3aHA C PA3BUTHEM IIOPTO-
CHCTEMHBIX IIYHTOB B OOJIbIIICH CTENICHH, YEM C TOPTATLHOM
THIIEPTEH3MeH caMoii 1o cebe.

IIo HEKOTOpBIM JAaHHBIM, pacHpocTpaHeHHOCTh JIAT
coctapiser 15 cmywaeB Ha 1 MiH HaceneHus. IlepBuunas
(upronaruyeckas) jerounas runeprensus (I1JII7) — done3unp
(curgpom) Appmmrara—Alp3a («HEOOBSICHUMAsD) JIeTOYHAs
TUMEPTEH3HUs 110 ompeneneHuto skcneptoB BO3, 1975 r) sB-
JsieTcst peKo BerpedaromumMest 3abonesanueM. [TJIIN cocras-
mstet 39,2% Beex ciydaeB JIAIT u Gonblre pacnpocTpaHeHa
y JKEHIIWMH MO CPaBHEHHUIO C MY>KYMHaMH (cooTHOmenue 2:1
wii iake 4:1), cpeHunii Bo3pacT MalyeHToB COCTaBIIET 37 JIeT.
Jlerounast runepTeH3usl, KIMHMYECKH U THCTOJIOTUYECKU Hepas-
mmuumMasi ¢ uauonarnieckot JIAT, nabmomaercst y 15% i ¢
HACIIEZICTBCHHBIMHI TEMOPPArMIECKIMH TEJICaHTHOIKTa3HsIMH (B
YaCTHOCTH, ¢ Oone3nbio Panmo—Ociepa—Bebepa).

[IJIT" — Gone3Hh MaNBIX MBIIICYHBIX apTePHil HEH3BECT-
HBIX 9THOJIOTMH ¥ MaToreHe3a. [ nmepTpouio cpeaHero cios
MBIIICYHBIX apTepUil BBUIBISIIOT Y BCEX OOJIBHBIX, TPOMOO3
MEJIKUX apTepUalibHbIX BETBEH («MHUKPOTPOMO03b1») —y 90%.

Jua IUII' XxapakTepHO MOCTENEHHOE, HE3aMETHOE Hadallo
U TanbHEHIIee MporpecCHpoBaHie CUMIITOMOB. J/lnarnos ycra-
HaBJIMBAIOT MIPUMEPHO Yepe3 2 rofia Mocie HOSIBICHHS TIEPBBIX
cuMnTomMoB. [locie TOCTAaHOBKM [IHAarHO3a IMPOJOIDKUTEIb-
HOCTb XM3HH OOJIbHBIX, KaK MPaBHUJIO, HE TPEBBIIACT 2—5 JIET.
Ocnosuble cumitoms! [TJIIT HecrienuduaHbl: OABIIIKa, yCTa-
JIOCTB, OOJIb B TPYTHOH KJIETKE, HAMHOTO peXe — cepAreOneHne
1 00Mopoku (24-36%), curapom Peiino (10% 00bHBIX).
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[Tpn obcnenoBanuy y OOTBIIMHCTBA OOJBHBIX BBISBISIOT
YCHJIEHUE ITyJIbMOHAIFHOTO KOMIIOHEHTA 2-TO TOHA C YMEHb-
[IEHUEeM €ro paclIeIUIeHus] Haj JerouHoi aprepueit. Y 80%
OONIBHBIX ClIeBa OT HWXKHETO Kpas TPYAWHBI TajbIIUpyeT-
cs TOJTYOK TMpaBoro skemymouka, y 40-70% BeicmymmBaeTcs
CHCTONMYECKUI IIyM TPHKYCIUAATBHON HEIOCTATOYHOCTH.
Hecxkonbko pexe BBISBISIOT HA0yXaHUE MEHHBIX BEH (TIOBBI-
IIEHNE IICHTPAIBEHOTO BeHOo3HOTo nasienus — LIB/I), yBenn-
YEeHUE TICUEHH, TepH(EpUICCKUE OTEKH, MPAaBOXKETYJ0UKO-
BBIH puTM Tasiona (4-i wiu 3-# Ton) u mym ['pexema—Cruiuia.
[Tpn mporpeccupoBanuy 3a00JeBaHUS MOXKET HAOIIONATHCS
LEHTPANbHBIN ITMaHO3 BCIEICTBUE OTKPHITHS OBAJIHHOTO OKHA
€0 cOpOCOM KpOBH CITPaBa HAJEBO, @ TAKXKE BHYTPUIETOYHOTO
LIyHTUPOBAHHS U HECOOTBETCTBHSA NEP(Py3UH M BEHTUIISALHIH.

VY 6ompmmHcTBa O0mBHBIX ¢ [T (73-87%) Ha OKI pe-
THCTPUPYIOT TPU3HAKK THIEPTPOGUH MHOKapAa IPaBoTo
xeynouka. [Ipy peHTreHOIOrHYeCKOM HCCIIeJOBAaHUH BBISB-
JISIIOT pacIIMpeHue cTBoJIa JierouHoi aprepun (JIA) n 60b-
IIMX €€ BETBCH, Cy)KeHUe nepudepudeckux (00eIHeHUE Jie-
TOYHOTO PUCYHKA Ha IepU(epur), yBEIUUCHHUE TIPABOTO JKe-
JynoyKa. DXOKapauorpapuuecKy ONpeelisioT YBeIndeHne
MIPABOTO YKETYJ0UKa, YACTHYHOE CHCTOINIECKOE TPUKPBITHE
kimanana JIA. MoxxeTt HaOmrogaTbes napagoKcaabHOE TBHKE-
HHUE MEXIKEIyIOYKOBOH Teperopoaku. Jlommiepaxokapano-
rpadust y 100% OOJBHBIX BBISBISIET HEOCTATOYHOCTh TPEX-
CTBOpYATOro KjanaHa 'y 86% — HeJ0CTaTOYHOCTh KJlarnaHa
JIA. Kpome Toro, nonmiaepoBCKOe HCCIeoBaHUE Hapsay C
kareTepusanueit JIA, MO3BOISET ONMpPEACTUTH JaBJICHHE B
JIA, 6e3 KOTOpOoTo HeNb3sl MocTaBUTh nuarno3. [pu IJIT cu-
CTONMYECKOE JIaBJICHUE B JISTOYHOM apTepuy, Kak MpaBuio,
6omee 50 MM pT. CT., cpeaHee — O6ompie 30 MM pt. cT. Ecin
JIaBJICHHUE B JIETOYHOW apTepuy BhIIe cucteMHoro AJl, mpo-
T'HO3 KpaiHe HeOIaronpusTeH.

Maenumno-pesonancnas momozpagus OTHOCUTCS K He-
WHBA3MBHBIM METO/IaM, MMO3BOJISIOIIUM TOJYYHTh MH(OpMa-
LU0 O CTPYKTYpE W (PyHKLIUH CEPALlA U JIETOYHBIX COCYIOB.
Merton mpumensiercs A Bepuduxanuu auarHoza IIL a
TAK)X€ JIETOYHOM TMIIEPTEH3UH, aCCOLMUPOBAHHOM C BPOXK-
JIEHHBIMH MTOPOKAMHU Cep/la, TpoMOoaMOonmeli BeTeit JIA.

Kamemepusayuio npasvix omoenog cepoya (TOKa3aTem:
Sa0, — Scv0O,, nmasnenwue B [1I1 u IDK, nasnenue B JIA, JI3JIA,
CH; JICC; pe3ynbrarsl OCTpOH IPOObI ¢ Ba30MIIATATOPOM) U
OCTpBIE TECTHI Ha BA30PEAKTUBHOCTD (TECT C 6-MUHYTHOM XO/Ib-
60it — 6-MX u orenkoii ompitiku o Borg G., 1982), kapauo-
ITyJTEMOHAJIBHBIC HArPY309HBIC TECTHI C OLIEHKONW ra3000MeHa)
BBITIOJIHSTIOT, OIIEHHUBAsI CTENEHb TSHKECTH JIETOUYHOW THIIEPTEH-
31H, Pa3BUBIINXCS TeMOANHAMHYIECKUX HAPYIICHNH, TIPOTHO3a
3¢ (HeKTHBHOCTH POBOANMOTO JICUCHHSL.

Jlabopamopnvie ucciedosanus (OOIMH aHATU3 KPOBH,
OMOXMMHUYECKUH — OlleHKa (DYHKIMU TIEYEHH, MOYCK, COIep-
KaHue Oeyka, UMMYHOJIOTMYEeCKUI — TOPMOHBI IIUTOBHHOM
’Kenesbl, TecTbl Ha BUY, BonuaHOUHBIA aHTUKOATYJISHT, KOa-
ryJiorpaMma) BBITIOTHSIOT B 00beMe, HEOOXOMUMOM JUIS AHa-
THOCTUKH 3THOJIOTHH JIETOYHOW TMIEPTEH3UH. Y TNAIMEHTOB
¢ IIJII' BBIABISIIOT BBICOKMM YpPOBEHb MOYEBOM KHUCIOTHI B
CBIBOPOTKE KpoBH. [10BbINIEHHAs MITa3MEHHAsT KOHIICHTPAIUS
MO3roBOro Harpuitypernueckoro nentuaa (BNP) nmossisercs

JIEKUMA
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MIPH TIPABOXKEITYJOYKOBOM HETOCTATOYHOCTH M HAPSIAY C yBe-
JIMYEHHON KOHLEHTpPALKEN B CBIBOPOTKE HOPAJAPEHAINHA, H-
nmorenuHa-1 u TpononuHa T oTHOCHTCS K (hakTOpaM Hebmaro-
MPHUATHOTO TIporHOo3a. OyHKIMOHATBHAS KIACCU(PHUKALINS JIe-
TOYHOM THIIEPTEH3UU IPOBOIMUTCS TI0 MOIU(PHUIUPOBAHHOMY
BapuanTy kinaccudukanun (NYHA) cepreunoit Hegocrarou-
Hoctu (WHO, 1998).

Knacc I — manmeHTsI ¢ 1eroyHoii runepreH3ueii 6e3 orpa-
HUYCHUH (u3mueckoi akTMBHOCTH. OObIUHAs (U3UUCCKas
AaKTUBHOCTH HE BBI3BIBACT OJIBIIIKY, CIIA00CTH, OOJIb B TPYIHON
KIIETKE, TOJIOBOKPYKCHHE.

Knacc II — mauueHTsl ¢ JIETOYHOH T'MIIEpTeH3UEN U CHU-
JKCHHOH (pm3myeckoil akTUBHOCTHIO. KomdopTHO OHU orry-
aloT cedsi B 1MOKoe, 00bIuHas (pu3nyuecKkast akTHBHOCTh BbI-
3BIBACT OJIBIIIKY, CJIA00CTh, 00JIb B TPYIHON KIICTKE, TOJIOBO-
KpYKEHHE.

Kuacc 11 — mauyeHTsl ¢ JIerO4HON TUIepTeH3uel ¢ BbIpa-
JKeHHBIM OTpaHHYeHHEeM (hru3ndecKkoil akTuBHOCTH. Komdop-
THO OHHM OUIYIIAIOT ce0si B TIOKOe, HeOompmas (hu3ndecKas
AaKTUBHOCTB BBI3BIBACT OJIBINIKY, c1a00CTh, 0OJb B TPYIHOU
KJIETKE, TOJIOBOKPYKEHHE.

Krnacc IV — nanueHTs! ¢ JIeTOUHOM runepTreH3uei, He CIio-
COOHBIC MPOSIBIIATH (PU3NICCKYIO aKTUBHOCTh 0€3 MOSIBICHUS
MEPEYUCIICHHBIX BbIIE CAMNTOMOB. OTMEYAIOT IPU3HAKH
MIPABOXKEITYTOYKOBOM HETOCTATOYHOCTH. OIBINIKA, YCTaIOCTh
MIPUCYTCTBYIOT B ITOKOE, TUCKOM(OPT BO3pACTACT IPH MUHH-
MaJbHOW (YU3NIECKON aKTHUBHOCTH.

K ocHOBHBIM apameTpam, YKa3bIBAOIIUM Ha TSDKECTh JIe-
TOYHOM THIIEPTEH3MN U NPOTHO3 KHM3HU MAalUCHTOB, OTHOCST
MPU3HAKU [TPABOKEITYAOUKOBOM HEIOCTaTOUHOCTH, CKOPOCTh
MIPOrPECCUPOBAHUS CUMIITOMOB, CHHKOIIE, ()YHKIIMOHAJIbHBIH
kiacc (WHO), nucranmuro npu 6—-MX, pe3ynsTraTsl Kapano-
IIyJbMOHAJIbHBIX Harpy304HbIX TECTOB, ypoBeHb BNP B miiasz-
Me KkpoBw, nokazatenn JxoKI, remonmuHaMU9IecKie HapyIe-
HUS (CM. TabIHITy).

[Iporuo3 npu JIAI' pasbine ObIT OYCHB IUIOXHM (Cpel-
HUH CPOK BBDKMBAHUSI MEHBIIE 3 JIET I0CJE YCTAHOBJICHUS
quaruosa). OTKpbiTHE S(QQEKTUBHBIX MEIUKaMEHTO3HBIX
CPEZCTB: aHAJIOTOB MPOCTAIMKINHA, AHTaTOHUCTOB PEIENTO-
POB 3HIOTENHS, HHIHOUTOPOB (ochomudcTepasbl U OKCHUIA
a30Ta, IPUMECHEHUE KOTOPBIX JOJDKHO COOTBETCTBOBATH -
TOPUTMY, YAYUIIHIO Ka9eCTBO JKU3HU W MOBBICHIIO BBDKHBA-
emocTb narueHTos ¢ JIAI no 5-7 net, nHorma u 6oJiee mocie
ycranoBieHus quarxHosa (I1JI).

bepemeHHOCTh M POJBI 3HAYMTEILHO YBEIWYHMBAIOT Ha-
IPy3Ky Ha cepiie, B cBsi3u ¢ 4yeM Jitodyto ¢popmy JIAI pac-
CMaTpUBAIOT KaK IJIaBHOE MPOTHBOIIOKa3aHHE JIsi OepeMeH-
HocTu. Ecnu ske OHa HacTymmiia, CMEPTHOCTH OIICHHMBAIOT B
50%, cMepTh HacTymaeT OOBIYHO B PaHHHUH IMOCIEONepariy-
OHHBIN mepuon. [To maHHBIM peTpocmeKTHBHOTO 0030pa, 15
ciydaeB OepemeHHOCTH Y skeHIIUH ¢ [UIT (1992-2002), Ha-

01r0faeMbIX B CHELHATN3UPOBAHHOM IIEHTPE, HECMOTPSA Ha
TIOSIBJICHUE HOBBIX MpemnaparoB, B 36% 3aKOHYMINCH MaTe-
PHHCKOH CMEpTHIO.

VYuureiBast a0COMIOTHBIC IPOTHBONIOKA3aHUs ISl OepeMeH-
HOCTH ¥ BBICOKYIO JIETJILHOCTB, [Iprka3 Munucrepcrsa 31pa-
BOOXPAHEHHUs! U colManbHOro passurust Poccuiickoit denepa-
uu ot 3 nekabpst 2007 . Ne 736 «OO0 yTBeprKICHUH TIepeyHs
MEJMIMHCKUX TMOKa3aHUW /I UCKYCCTBEHHOTO MpPEpbIBAHMS
O6epeMEeHHOCTH» TPeOyeT MpephIBaHUs OEPEMEHHOCTH y O0ITh-
HBIX ¢ JIAT, B wacTHOCTH IpH cHApOMe Appriuiara—Ajp3a.

Ecmu GepeMeHHOCTH Bee ke HacTymmia (M He OblIa mpe-
pBaHa), TO BECTH OEpPEMEHHBIX JJOJDKHA IPYIIa Bpadel, BKIIIO-
yarotasi crienranuctoB no JIAIL, B MEIMIMHCKNX LIEHTpax,
000py/IOBaHHBIX Ui MHTCHCUBHOM TEpalMy OKCHIOM a30Ta,
aHaJIOraMH MPOCTALMKINHA U T. ., IPH TOCTOSTHHOM MOHHUTO-
pHHIe TeMOIMHaMUKH. Pelrienne o BbIOOpe MeX/ly BaruHajb-
HBIM POZIOPA3PEIICHUEM U KECApEeBbIM CEUCHUEM ITPUHUMACT-
Csl KOHCHIIMYMOM criennanuctoB. OHE aBTOPBI PEKOMEHY-
IOT PETHOHAPHYIO aHEeCTE3HUI0, IpyTrue — obmryro (k. DnBapa
Mopran-mit., Marua C. Muxawmi, 2003). CMepTHOCTB, Kak
yKe Obl10 cKkaszaHo, 10 50%. Uro Ha mpakTuke?

Kinunnueckoe nHaomonenue 1. [Tanuentka ['-ma, 30 mer.
B Bo3pacte 6 et 3amogo3peH BPOXKIEHHBIH MOPOK cepama. B 16
net obcnenoBana B O0macTHOM OonbHUIIE SIpOciaBist, JOKyMEHTOB,
noATBepykAaronyX gquarnoctuky I1JIIN HeT, HO mocte ATOro BO BCex
HAIpaBICHUAX B LIGHTP yKa3aHo, uTo crpazaet [IJII" ¢ 16 net. Jlo 7
HeJl OepeMEeHHOCTH HaOITIoaIach o MecTy XKuTenbeTsa. IIpu cpoke
6epemennocty 10—12 ven (07.12) koHcynsTHpOBaHa B (heiepaabHOM
HeHTpe, noaTsepskaeH auarHos I1JII, Oblo pekoMeH0BaHO coxpa-
HeHHe O6epemeHHocTH??? (OepeMeHHas MO CIEeUUaTbHOCTH YUUTENb,
YeJTOBEeK AMCHHUIIMHUPOBAHHEIN!), TOBTOPHBIN OCMOTp TIPHU CPOKE
35 men 6epemennoctu??? [lpu cpoke 33—34 Hex HACTYIHIIO pe3KOe
YXyZlIeHUe — KOHCYNbTalus B ieHTpe 24.05, mpoBeieHo HX010MILIe-
pokapauorpaddeckoe HCCIeI0BaHMe: TIPOJIANC MUTPAILHOTO Kila-
MaHa, peryprutanus 1 CcT.; mpaBoe mpecep/ e yBeInueHo, MpaBbli
JKeTyo4eK yBelnnueH u runeprpoduposan, @B = 57%, peryprura-
1y yepes knanad JIA 2-if cT., auactonuueckoe gasieHue B JIA 65
MM PT. CT., cuctonuueckoe — 135-140 mm pr ct. mpu AT 110/80 mm
PT. cT. Perypruramust yepe3 TpUKyCIUAANbHBINA KiamaH 2—3-i CT.,
napajiokcansuble aemxenns MXKII. [Tocne nccnenosanus pa3Buiics
npuctyn nmano3a u ofpimiky (HCC 126 B munyty, AJl 150/100 MM
pt. ct., YAJ1 30 B 1 MuH), KynupoBaics caMmocTosTeabHO. bepemen-
Hasi ocMoTpeHa crienuanucroM 1o JIAL, pexomennoBaHo popopas-
pewenue. bonbHas nepeBeneHa B poxuibHblil gom npu I'Kb, mpu
nocryruienuu (14 4 25 mun): SaO, 72%, nuanos, orexu, Y/1J] 30 B 1
muH, YCC 120 B 1 mun, LIBJ] +14 cM Box. cT. (BHYTpuOpIOIIHAas TH-
nepreHsus). PeHTreHonornyeckoe ncciaeaoBaHue OpraHoB TPYAHON
KIIETKH oka3anoch HemH(popMatuBHEIM. DKI' — anexrpudeckas och
OTKJIOHEHa BIpaBo. [lepexonHast 30Ha pe3ko cMmemieHa BIpaBo. He-
noHast OJI0Kajja MmpaBoil HOXKKM mydka ['mca. ['mmeprpodus u nepe-
rpy3Ka NpaBbIX OTHeN0B cepaua. IlpenonepanyionHas MmoaroToBka
— kecapeBo cedeHue (18 u 30 mun — 19 u 20 MuH): snUIypaIbHAs
aHecre3us/aHanbresus, kuciaoponorepanus, 10 u 20% anbOymuH,
100 u 50 coorBercTBerHo Ha (one 10 mr gazukca. CocTosiHUE YITyd-

OcHOBHBIE MOKA3aTeJIN TSKECTH TeUeHs U NMporyo3a nmpu JIerOYHOM THIEPTEeH3NH

JleTepMHUHAHTBI IPOrHO3a ‘

IIporuo3s syure ‘

IIporuo3 xyxe

Knuanveckue npusHaku
o OTCyTCTBYIOT

MIPaBOXKEITY0YKOBOH HETOCTATOYHOCTH

CKOpOCTB MPOTrPEeCCUPOBaHUS CUMIITOMOB  Huzkast

Cunkorne Her

OK (WHO) LI

Jucrannus 6-MX Jomnnas, > 500 m

KapauonynbMoHaIbHbIN Harpy30uHbIi
TeCT 0, > 15 m/mMun/Kr

BNP
DxoKI"
reMOHI/IHaMI/ILIe CKHE ITOKa3aTein

Hopmanbhbiii

[T1KOBBIN ypOBEHB MTOTPEOICHHS

OTCyTCTByeT HepI/IKapZ[I/IaJ'[I)HHﬁ BBITIOT

IIpucyrcTByroT

Bricokas

Ja

v

Kopotkas, <300 m

ITuKoBEIN ypOBEHb TOTPEOICHHS
0O, < 12 mn/MuH/KT

TloBpIIeH
Omnpenensiercs: nepuKapAanIbHbId BBITOT

JlaBieHre B IpaBoOM TIpeACepAnH < 8 MM PT. CT., JlaBneHue B mpaBoM Ipeacepaud > 15 MM pT. CT.,
CEPACUYHBIN HHICKC > 2,5 JI/MUH « M

2 2

cepaeuHbii uHACKC < 2,0 JI/MHH « M
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mmnock: Sa0, 92-94%, YA/ 22-24 B 1 mun, YCC 92 B 1 muH,
B +12 cm Boa. ct., moiydeHo 350 mu moun. [locne u3BneueHns
mwiona LIB/] yBemmumnock 10 25 ¢M BOA. CT., IPUCOCTUHEH IOMa-
muH — 2,5-5-10 mxr/kr B 1 muH, LB/l ymenbmmiocs 1o 18 cM Boj.
CT., HO MOsABMIICA LUaHO3 U cHuxeHHe Sa0, 1o 88%. IlepeBon Ha

UBJI: Sa0, 90-92%, YCC 100 B 1 mun, AL
120/80 MM pt. cT. B ganbHeiiem, HecMO-
TP Ha yBenuueHue (pakiuu KUCIOpoaa
U JI03bl JIOTIAMHHA, MPOTPECCHBHO YMEHb-
manuck Sa0,, KOIUYEeCTBO TPOMOOLUTOB
u Scv0,, yBenmuuBanocsk LIB/] u B 22 4 20
MHH HACTYTIHJIA CMEPTb.

ITaTonoro-aHaTOMMYeCKHH JHArHO3:
HEepBUYHAsl JIETOYHAsl T'MIEPTEH3Ms (KOH-
LEHTPUYECKUil (UOPOIIACTO3 CTEHOK Jie-
TOYHBIX apTEepHUil, aTepOMaTO3HbIC OJISAIIKH
B MHTHME, XPOHHYECKOE JIETOYHOE CEpALE,
macca cepana 490 r, Tommmua JDK 1,6 oM,
IIXK 1,1 cm). HemocpencTBeHHast mpudnHa
CMEpTH: TPOTPECCHPYIOMIasl JIETOYHO-Cep-
JIeIHast HEIOCTaTOYHOCTb.

V4uThIBasi M3JIOKEHHBIE BBIIIE TEOpe-
TUYCCKUE TaHHbIC B KOMMCHTApUAX HET HE-
00X0ANMOCTH.

Knununyeckoe HaOmaonenne 2. Ila-
nunentka B-Ba, 35 ner [locrynuia
B poauibHbIid oM nipu I'Kb 23.12 ¢ nmogo-
3pEHHEM Ha HaJIM4YUe MEPBUUHON JIErOUHON
runeprensuu. Cpok 6epemennoctr 30 Hen,
O6epeMeHHOCTD nepBas. C JeTcTBa CTpajaeT
BHEIEUEHOYHOH OPTaJIbHON I'MIepTeH3uel
C KpOBOTEUEHMSIMH M3 BeH mumieBoxa. [le-
peHeca HECKOIBKO OTepanuii, B TOM 4HC-
Jie C CO3JaHHeM ME3CHTEPUKO-KaBaJIbHOTO
aHaCTOMO03a, HO XUPYPTH, OCMATPHBAIOIIHE
0OIIBHYIO 10 HACTYIUICHUS OCPEMEHHOCTH 1
HOCJIe, OTPULAIN POJIb MOPTAIBHON rHnep-
TEH3UU U COCYIUCTBIX aHACTOMO30B B pas-
Butnu JIAT, sTa mHpOpMaIMs CTana IIu-
POKO M3BeCTHA MOKe (CM. BbIme). OxHaAKO
JTaHHBIE JINTEPATyPBI U CETOIHS CBUICTEIb-
CTBYIOT, YTO MEXaHHU3M, Oarofapsi KOTopo-
My TOpTabHasi THIIEPTEH3Hs CIOCOOCTBYET
pazsututo JIAT, ocraercst HesicHbIM. Hanu-
YK€ MOPTOCHCTEMHBIX IIIYHTOB MOXKET CIO-
COOCTBOBAaTb TOMY, YTO Ba30KOHCTPHUKTOP-
HBIE U Ba30NpoiaH(epaTHBHBIE BEIIECTBA,
B HOpPME BBIBOJVIMBIC M3 OpraHHM3Ma Iiede-
HbBIO, MONAJJAI0T B JIETOYHYIO LUPKYILILIHUIO.
CepoTOHMH, TPOAYIUPYEMBIH IHTEPOXPO-
Ma(UHHBIMHA KJIETKAMH TOHKOHW KHIIKH,
MOXET OBITb OJHUM M3 TAKUX BEIIECTB.
BepemeHHOCTE MOXET yCyryOnsTh 3TH Ha-
pyuieHus. I'ucromnaronornueckue JAAHHBIC
NP HOPTOITYIEMOHATIBHON TUIEPTEH3UH
HEOTVINYMMBI OT TaKOBBIX, OOBIYHO HaOIIro-
naembix npu [T

B 1998 1. GosbHast mepeHecna MHEBMO-
Huto? [Ipu OxoKI' BbIIBHIM HE3HAYHUTENb-
HOE YBEIIMUCHUE MPaBBIX OT/EIOB CEpAla,
YMEPEHHYIO JISTOYHYIO THIIEPTEH3HIO, YTO B
POIMIBHOM JIoMe OyZeT PacIeHEeHO KaK oc-
noxxHeHue nHeBMoHuu TOJIA (peumauBu-
pytoreii). Jlo cpoka 20 Hen 6epeMEeHHOCTH
yyBcTBOBasa cebst xopomo. Co cpoka 20
HeJl OepeMEeHHOCTH OTMETHJIa MOSIBICHHE
onpiiku. [Ipu cpoke 30 mem (23.12 neHn
MOCTYIUICHHs) — OJIBIIIKA IPH HEOOJBIION
Harpyske, Kamlemib, IepHOIMIECKH ¢ KPOBO-
XapKaHbeM, HEBO3MOKHOCTH ITIPHHSTH TO-
pu3OHTaNIbHOE MojokeHne. ObcnenoBaHa:
YCC 100-120 B 1 mun, A/l 125/95 MM pT.
ct., UBJ +19 cMm Box. ct., Y11 28 B 1 mMuH,
Sa0, 92-94%, mpu ABIXaHUH BO3AYXOM.
OKT': cunycoBast Taxukapaus 114 B 1 muH,
OTKJIOHEHHE JIEKTPUYECKOl OCH BIpaBo.

bnokana mpaBoii Hoxku myuka ['mca. [leperpyska u runeprpodus
mpaBbeIx oTnenoB cepana. DxoKI 22 u 24.12 — BbICOKasi JIeTOYHAsS
runeprensus (nasinerue B JIA 110 MM pT. CT.), HMIaTalusl MPaBbIX
oraenoB cepaua. TpukycnunansHas perypruranus 3—4-i cr. XKun-
KOCTb B IIOJIOCTH TepuKappa. PeHTreHorpadusi opraHoB IpyJHOH

CuMNTOMBI/CMHAPOMbI/aHaMHE3, NoA03pUTENbHbIE B OTHOLWEHUN JTT ‘

HewHBasneHble MeToabl guarHocTukm NI

’—»’ [pyrvie npuunHbl ‘

v

OueHnTb 06LmMe NpuymHbl JIT

Het

-

v

Ipynna 2: 6onesxn
neBbIX kKamep cepaua

AHaMHe3, CUMMTOMBbI,
cuHgpomel, AKT, R-rpadhms,
OxoKrI, ®B[, KT BP

Ipynna 3: 3abonesaHus
NErknX Unn runokcust

v

Mpynna 2 unu 3: guarHos copmynuposaH
Oa Oa

KnuHuka COOTBETCTBYET

TSXKENOWN NeroYHow rmnepTeH3nmn

Het

v

Knunuka COOTBETCTBYET
nerovyHon rmnepTeHsnu

BeHTVIJ'IFILlI/IOHHO-I'Iepd)y3VIOHHble OTHOLWEeHuA

v

CermeHTapHble edekTbl nepdyanm

=

pynna 4: xpoHuyeckas
TpoMbBoambonuyeckas
neroYyHas runepTeHamnst

v

Het

’ OUEHUTL Apyrve NpUYmnHbI

‘ Mowck Apyrux npuunH

v

A

’ KaTtetepum3sauusi npaeoro cepaua

Het

v

Cneuunduyeckme
OnarHocTuyeckme TecTbl

-

< mPAP = 25 mm pT.CT.
PWP < 15 mm pT.CT.

v v

CucTteMHble 3aboneBaHns
JlekapcTBO, TOKCUHbI, BUY, .
remonnania COeAUHUTENBHON TKaHMU,
NeroYHbIi reMaHr1MomMaTtos 1 ap.
v
MavonaTtuyeckas unu cemMeitHas neroyHas . BMPR2, ALK1,3HA0rMH,
runepTeHauns v HacrneACTBEHHOCTb

Puc. 1. JluarHocTuueckuii alropuT™ Ipu JErOYHON M'MIEPTEH3UH.

T IV K (NYHA)

v

Tepanusa opanbHbIMU aHTUKOarynaHTamu, AuypeTnkamm, KUCrnopoaom, JUroKkCUHOM

O6wme meponpuaTus,

v

OcTtpas npoba Ha Ba3opeakTUBHOCTb ‘

v

OTpuuarensHas npoba

A 4

v

’ AHTaroHUCTbI Kanbumsa ‘ ’

11l ©K (NYHA)

| |

IV dK (NYHA) ‘

v

!

v

|

Croiikuit achdekT ‘

Het

Oa

o

v

MpoaonxuTe Tepanuio
aHTaroHMcTamm

AHTaroHUcThbI peLenTopoB k OT
603eHTaH nnm
npocTaHouabl Unu
NOCTOSAHHAsA UHDY 3N
npocTauuknmHa unm
NHIMBUTOPBI
docdoamnactepasbl 5
(cunpgeHodpun) (A)

MocTosHHas uHy3uns
npocTauuknmHa
3MonpocTeHos Unm
603eHTaH unu
TPENPOCTUHUN
unonpoct
TPENPOCTUHUN

Puc. 2. AnropuT™ JedeHus TETOYHON THIIEPTECH3UH.

Het ynyJiwenus:
KOMBMHUpoBaHHas Tepanus (?)

MpeacepaHas cenToctoMus u/unum
TpaHCnnaHTaums nerkoro

JIEKUMA

[5]



KJICTKHU: BBICOKAsl JICTOYHAsI TMIIEPTEH3MS, KapIHOMEeraius, BO3MOX-
HO HAaJIM4YHe He6OJ'l]>I_UOFO KOJIMYECCTBA )XUJIKOCTHU B IJIEBPAJIBHBIX 110~
JIOCTSAX M MOJIOCTH NEepPHKap/a.

JleueHne NPOBOAWIIM O aJTOPUTMY, CHayajla B POAMIBLHOM
JIOME — aHTArOHUCTbI KaJIbIIMS, aHTHUKOATYJISIHTBI,  3aTeM B OT[e-
JICHUU JICTOYHOM THIEPTEH3MU LIEHTpa ObUIM 100AaBICHBI aHAJIOT
POCTAIUKIINHA U HHTHOUTOp dochoamdcrepassl 5 (cunpeHadu)
JUTUTEIIBHO.

Cocrosuue 6epemennoil ymyummiocs: YCC 90-98 B 1 mun, AJ]
115/70 mm pr. cr., YA 18 B 1 MmuH, SaO, 98% (xuciopox uepes3 Hoco-
BbIC KaTeTepPbl), JOCTUTHYT TOJIOKHUTENbHBIA quype3. Ponopasperiena

orneparnuei KecapeBa CeueHus MO TPAAUIIOHHON 001Iel aHecTe3neit
Opuranoii Bpaueil pOAMIEHOTO JI0OMa B OTIEPAIIMOHHOM IIEHTpa.

Ha puc. 1 u 2 npeacTaBieHbl alrOPUTMbl THATHOCTUKU U
JICUCHHUS JICTOYHOW THITEPTEH3UH (BKIIFOUasl IEPBUYHYIO, MU~
OTIAaTUYECKYIO).

Wtak, mpoTokon (adropuT™, MOPSIOK) WA «CBOOOTHOE
TBOpPUECTBO»? BBIBOJ OUEBHUJIEH ...

Iloocomoeneno no mamepuanam Guidelines for the
diagnosis and treatment of pulmonary hypertension ESC,
ERS, ISHLT, 2009 e.

IIPOBJIEMHO-OPUEHTHPOBAHHBIE Ob30PbI JINTEPATYPbI
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Tlancran I'M., KosiocoBa U.B.

HNPUMEHEHME PEKOMBUHAHTHOI'O AKTUBUPOBAHHOI'O ®AKTOPA VII
CBEPTBIBAHMSI KPOBU U151 IEYEHUSI TEMOPPAI'HTYECKOTI'O CHUHAPOMA
Y BOJIBHBIX C TPOMBOLIUTOIIEHUEN

@I'FY I'emamonoeuueckuii nayunoii yenmp M3 P®, 125167, Mockea, Hoeswiti 3vikosckuti np., 4

Tlpusooumcs 0b30p rumepamypol, 8 KOMOPOM AHATUSUPYIOMCA PA3TUYHBIE ACNEKIMbl NPUMEHEHU PeKOMOUHAHTNHO20
akmusuposarnrozo gpakmopa VII ceepmuisanus kpoeu (rFVIla) 0ns neuenus: cemoppazuiecko2o CUHOpomMa y 60NbHbIX ¢
mpomboyumonenuei. AHanU3UPYIOMcs 603MONMCHbIE MEXAHUIMbL OCUCTEUs. NPENnapamd 8 YCi08UsixX mpomooyumoneHuu,
Memoobl MOHUmMopuHea e2o deticmausi. Ilpusooamces onucanus npumenenusi rE'VIila npu kposomeuenusx paznuyHoi io-
Kanu3ayuu U UHBA3UBHBIX BMEUAMENbCINEAX, aHATUZUPYIOMCA NPULUNBL 603MONCHOU HedpghexmusHocmu npenapama,
yacmoma u RPUYUHbLL MPOMOOIMOOTULECKUX OCTLOHCHEHUU.

KnwoueBbie cnoBa: mpomboyumonenus, peKOMOUHAHMHbII akmusuposantuiil hpakmop VII; s¢hpexmusnocms; mpombosmbo-
JUYeCKUe OCTOHCHEHU.

Jlna yumuposanusa: Anecresnonorus u peanumarosnorus. 2014; 59 (6):60

RFVIIA USE FOR TREATMENT OF HEMORRHAGIC SYNDROME IN PATIENTS WITH THROMBOCYTOPENIA
Galstyan G.M., Kolosova I.V.
Research Center of Hematology of the Ministry of Health of Russia, Moscow, Russian Federation

The review deals with an analysis of the use of recombinant activated factor clotting VII (rFVIla) for the treatment of
hemorrhagic syndrome in patients with thrombocytopenia. The review discusses cases of rFVIla use during bleeding
of different localization and different invasive interventions, a frequency of thrombotic complications and causes of the

rFVIla insufficiency.

Key words: thrombocytopenia; recombinant activated factor Vila; efficacy, thromboembolic complications.
Citation: Anesteziologiya i reanimatologiya. 2014; 59 (6):60 (in Russ.)

Mexanusm u memoosbl MOHUMOPUNEA OeUCmEUs peKOMOUHaHM-
HO20 aKMusupo8anHozo haxmopa ceepmuleanus kposu (rFVIla) npu
mpomboyumonenuu. tFVI1la ObI1 cO31aH 115 IEUSHUS TeMOpparuye-
CKOTO CHHJIpOMa y OOJIbHBIX MHIMOMTOPHOH (opMOil remoduinm.
IMpumenenue rFVIla npu Hannuny MHrHOMTOPOB K (akTOpam CBep-
TBIBAHUS OOYCIIOBJIEHO €r0 LIYHTUPYIOIIUM JICHCTBHEM Ha CUCTEMY
remocTasa. CyIecTByeT HECKONBKO OOBSCHEHUH IIYHTHUPYIOIIETO
neiicteust rFVIla. [Ipun nepBoM MexaHW3Me Ha MOBEPXHOCTH CyOdH-
JIOTEIHANIBHBIX KIJIETOK 00pa3yeTcsi KOMIUIEKC TKaHeBOro (akropa
¢ FVIla, uro mpuBomuT K 00pa30BaHUIO HE3HAUUTEILHOTO CTAPTO-
BOTO KoymdecTBa TpoMOuHa. OtoT TpomOuH aktusupyer FVIII, FV
U TPOMOOLMTHI, YTO CONPOBOXKIACTCS (HPOPMUPOBAHUEM TEHAZHOTO
(FVIIIa/FIXa) u nporpombuHasznoro komiuiekcoB (FXa/FVa) Ha mno-
BEPXHOCTH aKTHBUPOBAHHBIX TPOMOOLMTOB M 3HAYMTEIbHOH reHe-
pauueii TpomOuHa. [pyroit mexanusm neiictus rFVIla ve 3aBucur
0T TKaHeBOrO (axropa: mox aeiicteuem rFVIla mpoucxomur mpsmas
aktuBaiyst FX, 9ro BepeT k reHeparmu TpomOuHa [1].
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IIpemnapar 0611 0MOOPEH A JIeYeHUS OONBHBIX ¢ HHTHOUTOPHOU
¢dopmoit remodrm B EBpore B 1996 1, B CIIIA B 1999 1., B fmo-
Huu B 2000 1. [2]. OgHako cpasy Beies 3a perucTpanueil mpenapara
TOSIBIJIMCH COOOIIEHUSI O €r0 HCIIOIb30BaHHUN JUISI OCTAHOBKH KPO-
BoTeYeHHH y 60abHBIX 0e3 remoduinu. C 1999 no 2008 rr. B CLIA
yacToTa npuMeHeHus rFVIla BHe yTBepKICHHBIX TIOKa3aHUM BBIPOC-
na B 143 pa3za, B To Bpems Kak npu reMouinu — Juis B 3,8 pasa.
B pesynsrare B 2008 1. 8 CIHA rFVIIa npumensincs B 97% cinyuaes
BHE YTBEP:KICHHBIX ITOKa3aHMI 1 uIIb B 2,7% cirydaeB y OOTBHBIX
remodumeit [3].

OnunM m3 nepBbIxX coobmennit o npumenennn rFVIla Bre yr-
BEPKJCHHBIX MMOKa3aHWil Obua padora J. Kristensen u coasr [4], B
KOTOpO# coobmanock 06 ncronb3oBanuu rEVIla s koppekuuu re-
MocTa3a y 60NbHBIX ¢ TpoMOoLuToneHuel. B atoii pabote BBeaeHNE
rFVIla npuBeno k yKopodeHHI0 BpeMeHH KpoBoTeueHus y 55 (52%)
n3 105 OONBHBIX, MPUYEM 3TO YKOpOUeHHE ObUIO Oojee BBIpaKeH-
HBIM, €CIIM KOJIMYECTBO TPOMOOLMTOB KPOBU MpeBbinano 2 + 10%/1.
VY 6 n3 8 GompHBIX ¢ kpoBoTedeHneM nHpy3ns rFVIla ocranoBmia
KPOBOTEUEHHE, Y OCTABIINXCS 2 — YMEHBIINIA €r0 MHTEHCHBHOCTD
[4]. O6ocHoBanuem mnst npumenenus rFVIla npu TpomGoruTomne-
HUM SIBUIOCH Tpexmnosoxenue, uyto rFVIla crmocoberByer makcu-
MaJbHOW aKTHUBAIMM TPOMOOILMTOB M MPOAYKLIUHM TPOMOWHA, YTO
KOMIIEHCUPYET HeI0CTaTOK TPOMOOLIUTOB [5].
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