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BBenenmue.
[TepBoe ymomuHaHue 006 OCTPON KUPOBOW TUCTPOPUH MEUCHH Y JKEHIIMHBI, yMepIIei B
MOCJIEPOJIOBOM Tiepuojie, oTHocuTes K 1857 1., B 1934 1. Stander and Cadden u. H. L. Sheehan B

1940 r. onucanu 370 3200I€BaHNE KaK «OCTpasi KenTas aKymepckas arpodust medeHmn».
JleransaocTh pu OX/II, cornacHo nepBbiM coobeHusM, coctanisiia 90—100%.
[ToTeHmanbHO cMepTEIbHOE MOPAKEHHUE TIeUeHU BO BpeMs OepeMerHocTH - OXKITT

BcTpeuaeTcs ¢ yactoToi 1:7000 — 1:16000 6epemennocteit. tuonorus OXK/II no xonna
HEU3BECTHA, HEM3BECTHA U CBS3b C reorpapuuecKUMH UM 3STHUYECKUMU OCOOCHHOCTSIMHU.
OXT'b pa3BuBaeTcsi IpeUMYyIIECTBEHHO B CPOKH 32-36 Henelb. Bricokas 1eTaqbHOCTh MPU

OXIT ormeuanacs 1o 1970 roga - 70-80%, a B HacTosiee Bpems coctapisieT 18-25%.

[lepunaranbHasi CMEPTHOCTb Takxke cHU3MIAch ¢ 85% 10 23%. K ¢akropam pucka pa3Butus

OXXAII otHOCsTCa BpoxkaeHHbIH nepunur LCHAD, nepBas 6epeMeHHOCTh, MHOTOKpaTHAs

oepemennocTs (y marueHTok ¢ OXK/IT no 25%), npesxmnammcus (y naruentok ¢ OXJIIT no
50%) 1 GepeMeHHOCTb MJI0JIOM MYXKCKOTO ToJja (B 3 pa3a yaiie).

Onpenesienue.

Ocrtpas xupoBast TUCTPO(HS IEUSHH - PEIKOE U TIOTCHIUAIBHO CMEPTEIEHOE MOPasKEHNE
TIEUYCHH BO BpeMsi OEpEMEHHOCTH, STHOJIOTHS M TATOTE€HE3 KOTOPOTO J0 KOHIIA HE M3YYeH.
Opnaxo, cBs3p OXIII ¢ 6epeMeHHOCTBIO HE BBI3BIBAET COMHEHUMN U €IMHCTBEHHBIM
(akTOpPOM peasbHO BIMSIONIUM Ha JIETAIBHOCTD SBISIETCS CBOEBPEMEHHOE
ponopasperenue. Panuss nuarnoctuka OXKIIL, nuddepennmanbias 1narHocTuka ¢
HELLP-cuHapoMOM 1pH NIPOrpeCcCUpPOBAHUU OCTPOU NIEYEHOYHOU HEJOCTATOYHOCTH
Ype3BhIYANHO TPYAHA U TpeOyeTCs TIIATENbHBIN YUET BCeX KIMHUKO-Ia00PaTOPHBIX
ocobennocrerr OXKII. DddexTuBHBIX MeTOA0B npodunakTuku u gederus OXJIII Bo
BpeMsi OEpEeMEHHOCTH B HACTOsIIIEe BPeMs HET U IPU JTFOOBIX MPOSABICHUSIX MTEUEHOUHOM
TUCHYHKIIMU/HETOCTATOYHOCTH MHTEHCUBHAS Tepanusi MPOBOAUTCS MO OOIIKUM MPUHIIUIIAM

BILJIOTH J0 IPOTE3UPOBaHUs (GYHKIIMH U TPAHCIIIIAHTAIIMH [T€YEHH.

Ituoaorud. [Iatorenes.



XKup HakanauBaeTcs B IEYEHU BCIEACTBUE U30BITOYHOTO MOCTYIICHHS B IT€Y€Hb CBOOOIHBIX
xupHbIX kucaoT (CXKK), camxenus ckopoctu f—oxucinenus CXKK B MUTOXoHApUAX
renaTolUTOB, N30bITOYHOr0 00pa3oBanus U BcacbiBanus COKK B kuieyHuke, CHUXKEHUS
CUHTE3a JIMITOMPOTEUHOB Pa3HON IUIOTHOCTH B CaMOM MeYeH! U GYyHKIIMOHATbHON
MIEYEHOYHOM HEJ0CTaTOYHOCTH, O0YCIIOBIEHHOM 3a001eBaHueM neueHu. HopmanbHoe
coJiepKaHue JKupa B re4eHu He npesblaet 5%, a npu OXI'b yBenuuuaercs 1o 13-19%.
Bbonbuioe 3HaueHue U1l pa3BUTHS CTEATOTENATO3a UMEET MHCYJINHOPE3UCTEHTHOCTD.
VYcranosneHa ogHa u3 ocHOBHBIX puuuH OXK/IIT — reneTnueckuit MUTOXOHIpHATbHBIIHI
ne(eKT -OKUCICHUS KUPHBIX KUCTOT: AeuuT pepMeHTHON JIMHHON 1eru 3-hydroxyacyl-
CoA neruaporenassl (LCHAD) y mmona — myranuu G1528C u E474Q, a Takxe HapylIeHUN
oOMeHa JKUPHBIX KUCIIOT B IJIAIIEHTE. Y TeTepO3UrOTHON MaTepy U TOMO3UTOTHOTO IJI0a
(BcTpeuaeTcs y OTHOTO M3 MATH M10A0B Y skeHmuH ¢ OXK/IIT) 310 npuBoauUT K M30BITOYHOMY
MOCTYIJICHUIO TOKCHYECKHX META0O0IUTOB KHUPHBIX KHCIIOT OT IJI0Aa B KPOBOTOK MaTepH U
MIOPa)KEHUIO MEYEHH, YTO U 00YCIIOBINBAET HEOOXOAUMOCTD POAOPA3PELICHHS, KAK OCHOBHOT'O
THONATOr€HETUYECKOro MeToa jJeueHus. Ho 3To ToabKo 0MH U3 BO3MOKHBIX MEXaHU3MOB
paszButus OX/I1. MI3MeHeHHBII TOPMOHAIBHBIN

¢ oH BO BpeMst OEpEMEHHOCTH TaKKe MOXET IPUBOJUTH K HAPYIICHUIO MeTaboIM3Ma

JKUPHBIX KUCJIOT

Kimnuka, 1narnocruka.
Knunnueckue nposisnenust OXK/I1 Ha paHHEM «0KENTYHTHOM» 3Tare HeCHeUPUUHBIL:

c11a00CTh, aCTEHUSI, KOXKHBIN 3yJ1, 00JIb B AMUTaCTPUU WIH NIPaBOM NoJpedepbe, NEPUOANIECKU
TOUIHOTA U pBOTa. CUMITOMBI NPE3KIAMIICUH (apTepHaibHasi TUIIEPTEH3Us U IPOTEHHYPU)
BcTpevaercs B 50% cirydaeB. Bee 3T 0COOCHHOCTH 3HAYUTENBHO 3aTPYIHSIOT
CBOEBPEMEHHYIO TUArHOCTUKY M MAIIMEHTKH C MOJOOHBIMH KIIMHHYECKUMU TPOSBICHUSIMHI
TpeOYIOT THIaTeNbHOTO Ao0o0cnenoBanus. [1pu mogo3pennn win quaraoctuke OXJIIT
MAIMEeHTKA 10JDKHA ObITh NeperocnuTain3upoBana B yupexaenue 111 yposus
(mepuHaTaNbHBIN LIEHTP) C BOBMOXKHOCTBIO SKCTPEHHOM KOHCY/IBTAllUU XUPYpra,
MH(EKIMOHUCTA U TeparneBTa. [Ipy pa3BUTHH MOIHON KIMHUYECKOW KapTUHBI OCTPOM
MEYEHOYHON HEAOCTATOUYHOCTH BhICOKOU BepoaTHOCTH OXK/III mo kputepusim «Swansear»
MOXHO OKHJaTh MpU Habope cuMnToMoB 6osiee 5 u3: 1. TomHoTta u pBota 2. bojb B KHBOTE
3. lMomuauricus u nonuypus 4. Dunedanonartus 5. Yeenuuenue ypoHs tpancamunas (ACT,
AJIT gacto B 3 - 10 pa3 Bblllie HOPMBI). 6. YBeTUUYEHUE COJIEpKaHMs OUmupyounHa . 7.
INumormmukemus ( 340 mxmonw/mn). 9. Tloyeunas quchyHkums (kpeatnHuH > 150 MKMOJTB/IT) B
72%, a OITH TpeOyromas nmpoBeaeHHs TOYEYHON 3aMECTUTEIBHOM Tepanuu cocTaBisieT 32%.
10. YBennyenue ypoBHsi ammuaka (> 47 mxmons/n). 11. JletikonuTos (> 11 x 109 /m; wacto
20-30 x 109 /m). 12. Koarynonarus ( [IporpomOunoBoe Bpems 6onee 14 ¢, AIITB Gonee 34
¢). 13. Acuut nnu runepaxoreHHasi cTpykrypa nedenu npu ¥Y3U uccnenoBanuu 14.
MuKpoBe3UKyJSpHBII cT€aTo3 MpU OUOIICUY NTEYEHU U THCTOJIOTUYECKOM HCCIIEI0BaHUN

(Ouomcust meyeHn BO3MOXKHA Ha paHHUX CTaAMSIX, IIPU Pa3BUTUH TKEION POpPMBI, 0COOEHHO C



KoarysomnaTuei, e€ cieayer u3oerarb)

JAudpepenumaibHbIi AUATHO3.
Huddepennnansuas auaraoctuka OXX/III npu Hamuuuum 0oseil B AKUBOTE JODKHA MPOBOIUTHCS

C OCTPOIi XHUPYPrHUECKOH MaTOJOTHEH OpraHoB OPIONIHOM MOJIOCTH (OCTPBIC XONEIIUCTHT,
OCTpBIN TTAHKPEATHUT, Tepdopalirs MOJOT0 OpraHa, KHIeYHass HEmpoXoauMocTh). Heobxoauma
KOHCYJIbTallUs XUpypra u V33U OpraHoB 6pIOI_HHOI71 MMOJIOCTHU C BO3BMOKHOCTBIO paCIlIuPCHUSA
nuarHoctudeckoi mporpammsel (dugockonwust, KT, MPT, nanapockonust). Kinanko-
J'Ia60[28.TO[2HOe O6CH62!OBaHI/Ie y NMAIMCHTOK € MMOJAO3PCHUEM Ha O}KZIH JOJIDKHO BKJIKOYATh: —
Y3U neuenu u xkemnueBuiBogamux nyrtei. — MPT unu KT neuenu. —
buornicusa nedyeHu (IIpu OTCYTCTBUM KOAryaoIlaTUX U YTPO3HI
KpoBOTeueHUs). [[omomHUTENIbHOE TabopaTOpHOE UCCliefOBaHUEe: —
OunupyOuH U ero Gpakluy; — MapaMeTphl cucTeMbl remocTta3a (MHO,
ATITB, ¢pubpuHoreHs, TpoMOOLIUTH], TPOMOO3TacTOrpaMMa); — OOIIUH
0enok u ero ¢ppakiuu - aTbOyMUH; — caxap KPOBU; — aMujia3a; — aMMUaK
B IIJIa3Me; — 3JIEeKTPOJUTHI IJIa3MHbl (Kalui, HaTPUK, XJI0P, KaldblUui); —
CBOOOIHEBIM reMoTI00MH I1a3Mbel 1 Moun; — AJIT, ACT, II®, JIOT, I'TTII;
— HCCJIefOBaHMEe Ha HOCUTEJIbCTBO BUPYyCOB remnatuta. I[IIOJIO2KEHUE 7.
HeobxonuMa nuddepeHranbHasi OMarHoCTUKA C TOpaXeHueM ITe4YeHU
IIpu MUKpoaHTuonaTusx (tabm. 4). [Ipu pa3BUTHY Pa3BEPHYTON KapTUHBI
OCTPOU MEeYEeHOUYHOU HEeJOCTAaTOYHOCTHU auddepeHruanbHas OUarioCTuKa
KpalHe CJIOXKHa U OJIS IIOCTaHOBKHU OuarHos3a 16 HeoOXOoOuMO yUYUTHIBATh
MUHUMaJIbHbIE KJIMHUKO-TTa00opaTOpPHble 0COOEHHOCTY U3BECTHRIE
HaKaHyHe Pa3BUTHUSA JeKOMIIE€HCAIlUuU.



TaxkTHuka Jieuenud.

B Hacrosmiee BpeMs HeT MeTo10B 3 dexTrBHON Mpodunaktuky u nedenus OXKIII Bo Bpems
0epeMEHHOCTH U MOCKOJIbKY MEXaHU3MBbl, IPUBOASAIINE K MUKPOBE3UKYIIIPHOM HKUPOBOM
MHOQUIBTPALMK IEUSHH JI0 KOHIa Heu3BecTHBI. [Ipu nono3penun nim auarsoctuxe OXIIT
HEOOXOAMMO CPOUYHOE (YacChl) pOIOPA3PEIICHNE, KaK €IMHCTBEHHBIN 3THONATOTCHETHYECKUIA
MeTo JedeHusi. Meron ponopaspenienus He BiausieT Ha TeueHue OXK/IT u onpenensercs
aKyuepckoi curyanueid. [lpu Hanuuum KoarynonaTud ¥ reMopparu4eckoro CHHIpoMa
ONTUMAJIbHBIM SIBISIETCS] ONIEPATUBHOE POJIOPA3PEIICHNE C BO3MOXKHBIM paclIMpeHUueM o0beMa
OIepaluy U Koppekuuei koarynonarun. [Ipu moArotoBke K pogopaspeneHno 0codoe BHUMaHue
clielyeT oOpaTuTh Ha HajIu4due Koarynonaruu (TpomboruroneHus meaee 50*109 , nedummr
¢daktopos cBepteiBanus kpou MHO, AIITB 6onee 1,5 Boie Hopmbl, 17 dudpuHoren meHee
1,0 /1) mOCKOIbKY MMEHHO 3TH HAPYIICHHsI TIPU WHBA3UBHBIX MPOIeAypax (poaopa3peiieHme)
OBICTPO MPUBOAAT K MACCUBHOM KPOBOMOTEPE U PA3BUTHIO T€MOPPArHnYECKOro II0Ka.
OnTuManbHbIe TapaMeTphbl FeMOoCcTas3a, KOTOpble HEOOXOIMMO MOYYUTh 0 Hayaia

WMHBA3UBHBIX MPOLIEAYP U MpernapaThl A UX JOCTHKEHUS Mepes poJopa3pelieHueM (Uiu B

nporiecce poaoB wiun onepamun): Pudpunoren 6omaee 2,0 /1. TpomboruTer 6ostee 50*109.
MHO wmenee 1,5. AIITB — Hopma.

HelipoakcuanbHble METOABI aHECTE3UH NP poaopaspenieHny y nauuenTok ¢ OXXIII moryr
ObITH a0COJIFOTHO MPOTHUBONOKA3aHbI B CBA3H C THIOKAry/IAlUeN, HapyleHneM GyHKIMH MTeYeHU
51 BBICOKMM PUCKOM Pa3BUTHs MAaCCUBHOM KpoBonotepu. O01mas aHecTe3us npu
pozopa3peleH!H IPOBOUTCA HAa OCHOBE KeTaMMHa, (peHTaHua, ceBoduopana. Heobxoaumo
IIPOTHO3UPOBATh BO3MOKHOCTSH ITpouieHHoN VIBJI B mocneonepalinoHHOM IEPUOAE B CBS3HU C
pa3BUTHEM U MPOTPECCUPOBAHUEM IMOJTHOPTaHHONW HEAOCTATOYHOCTH (I1€YEHOUYHO-TI0UYEYHAs,
uepedpansuas, OPC, mok, [IBC-cunapom). Jlekapcrsennas tepanus OXKII Bo Bpemst
O0epeMeHHOCTH (BUTaMHUHbI, KOPTUKOCTEPOU/IbI, TEMATONPOTEKTOPHI U T.1.) Hed(h(heKTUBHA.
WHTeHCUBHAs Tepanysi HOCUT CUMIITOMATUYECKUI XapaKTep U HalpaBJIeHa Ha KOPPEKIIHIO
Pa3BUBAIOLLIUXCS OCIOKHEHUN OCTPOM MMEYEHOUHOM HENOCTATOYHOCTH. JlaHHAast maToI0rust

MOXCET OIIPCACIIATh MMOKasaHus JJIs1 UCITIOJIb30BAHUA MCTOJ0B ITPOTC3UPOBAHUA (bYHKI_[I/II/I IICUYCHHU

u TpaHciutanTanuu nedenn. Ha craaun nekomnencanuu QXTI nposiBisieT cedst
KaK TMIIEpOCTpasi IEYEeHOYHas! HEJOCTaTOUYHOCTh C OBICTPBIM (hOPMUPOBAHUEM
MOJTMOPTaHHOM
HemocTatoyHoCTH. K HeOnmaronpusTHeIM (pakTopam cielyeT OTHECTH KIMHUYECKYIO CUTYalHIo,
KOIZ]a OTpULATeIbHas JUHAMUKA CUMIITOMOB OCTPOU IIE€YEHOYHOM HETOCTATOYHOCTH HAPACTAET
B CPOKH MeHee 24 4. MO)XKHO 0KM1aTh IPOTrPECCUPOBAHUS KIMHUKH IOPAKEHUS TIEUEHU
HETIOCPEACTBEHHO NOCie poropaspeiieHns. CHIKEHNE MPOAYKIIMY U yAaJeHUEe aMMHaKa,
KOPPEKLUs THUIIOHATpUEMHH U runoriukeMuu. Hapymenus remocrasa (1eUIMT I1a3MEeHHbIX
(daxTOpoB CBEpPTHIBaHUA KpOBH, TpoMOouTonenus, JIBC-cunapom) - 3amecTutenbHas Tepanus

KOMITOHEHTaMH KpOBH M (akTOopamMH cBepThIBaHUS KpoBH. I emaropenanbubiii cunapom, OITH -



(50-80%) - mpoBeneHNE OYEUHOM 3aMECTUTEIBHOM Tepanuu (reMoQHIbTpaIHsl, TeMOIUATN3).
I'enatonyneMoHanbHbIi cunapom, OPZIC - nHeo6xoaumocts MBJI. HenocraTtouHocTh cepaedHo-
COCYMCTON CHCTEMBI — apTepraibHas TUIIOTOHUS - HH(PY3MOHHAS Tepanysl B COUYETaHUU C
BazoNpeccopaMu (HOpaJpeHalnH) JOKHA OoAep kuBaTh cpeaHee AJl 6omee 75 MM pr.CcT.
Merabonuyeckue, BOIHO-3IEKTPOIUTHBIE HAPYILIEHUS - KOPPEKIMS TMII0AIbOYMUHEMUH,

THUIIOTJTIMKEMHWH, HYTPUTUBHAA IIOAACPIKKA. I/IMMYHOI[G(I)I/IHI/ITHOC COCTOAHHC U CCIITUYCCKUC



ocnoxHeHus (6axtepuanbuble HHGexkuun — 80%, rpubkoBbie -32%) - HEOOXOAUMOCTD

MPUMEHEHUS aHTHOAKTepUABbHBIX MpenapaToB. THTeCcTHHANBHAS HETOCTATOYHOCTH (Mapes,
KETYTOYHO-KUIIIEYHOE KPOBOTCUCHUE, TAHKPEATUT) - HHTHOUTOPHI TPOTOHHOM TTOMITHI,
HYTPHUTHBHAs MOCpKKa. J[aHHAs CTPYKTYpa OCIIOKHEHUH ONPeIeIsieT KpaitHe CIIOKHYIO
3agaqy (POpMHPOBAHUS MPOTPaMMBbl HHTEHCUBHOM TE€parvu, BO MHOTOM 3aBUCSIIYIO OT
npeobnamaromniero cuaapoma (-oB). [larueHTk TOMKHBI HAXOUTHCS B OT/ACIICHUN
AHCCTC3HUOJIOTMU U pCaHUMallun MHOFOHpO(bI/IJH:HOFO cTalimoHapa ¢ BO3MOKHOCTBIO ITPOBCACHUA
KOMIUIEKCHOW MHTEHCHBHOM TEpanuu U MPOTE3UPOBAHUS (PYHKIIUH psijia OPTaHOB (JbIXaHHE,
TIOYKH, TieueHb). JKupoBas MHPHUIBTPAIIKS ICYCHH TIOJTHOCTHIO PETPECCHPYET B TeUeHHE S5-6
HeJIeJb TI0CTIe POAOPa3pPEIICHHS.
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