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3abo/ieBaHMs COCYZIOB Ile4YeHH BCTpevyaloTcsl y MeHee 5 Ha
10 000 yesi0BEK U B LieJIOM COCTaBJAIOT I'PyNIy pefKUX COCTO-
SHUH, IPe/ICTaB/SIIOLINX, TEM He MeHee, BaXKHYI0 NIpo6yieMy re-
MaTOJIOTHU BO BceM Mupe. BoJIbIIMHCTBO 3THX 3a60J1eBaHUH Xa-
paKTepHu3yeTcs HeLIMPPOTUYEeCKOH NOPTaIbHON TMIlepTeH3HeH,
CBSI3aHHOM C BBICOKOH 3a60/1€BaeMOCTbIO ¥ CMEPTHOCTEI0. Takke
BO)XHBIM GAKTOM SIB/ISIETCS TO, UTO MALeHThI 06BIYHO MOJIOABI
Y MOTYT UMeTb HOPMaJIbHYI0 NPOJJ0/DKUTENBHOCTD >KU3HU, KOTO-
pasi 3HaUNTeJIbHO COKpalllaeTcsl B OTCYTCTBHE JIeYeHHsl.
PacmivpeHuto 3HaHUH 0 3a00JIeBaHUSAX COCYAOB NeYeHH
NpensATCTBYeT UX PeIKOCTh U HeZJ,0OCTaTOYHOe KOJINYeCTBO UC-
CJleJOBaHUH, OLleHUBAIOIHUX UX eCTECTBEHHOE TeYeHHUe, 1aTo-
¢dusrosoruio v Tepanuio. OHaKO B OCJIeJHHE roJibl UHTepec
K 3TUM 3a60JIeBaHUSM CTaJl PacTH, YTO 3aMeTHO [0 yBeJnye-
HUIO KOJIMYecTBa Ny6JiMKauui mo atoi teme. EBponeiickas
acconuanusa no usydyeHuto nedeHu (EASL) moowipsieT stoT
WHTepeC, BBICTYIUB CIHOHCOPOM MOHOTEeMaTH4eCKOW KOH-
depeHMM 1O 3a60JIeBaHUAM COCYZOB IeYeHHU, Ipoliesuiei
B uwoHe 2012 r. B TanvHe, U BBIYCTUB pEKOMEHJALUU IO
JIeYeHHUI0 3TUX 3a60JieBaHUI B KJIMHUYECKOHN NMpaKTHKe. ITU
peKOMeHJallM He OXBaThIBAlOT BCe BO3MOXHbIe 3a60JieBa-
HUA COCY/I0B NEeYeHH, OHU OCHOBaHbI IVIABHBIM 06pa3oM Ha

[ony4yeHo 20 utossi 2015 r,; npuHATO B neyats 20 utosis 2015 .
Asroprl. Ilpeacesartenn: Juan Carlos Garcia-Pagan; 4ieHbl pa6oueit
rpynnsl: Elisabetta Buscarini, Harry L.A. Janssen, Frank W.G. Leebeek,
Aurelie Plessier, Laura Rubbia-Brandt; Marco Senzolo, Jeoffrey N.L.
Schouten, Armando Tripodi; uien npassiennst EASL: Dominique C. Valla.
* Anpec nns koppecnongenuun: EASL Office, 7 Rue Daubin, CH 1203
Geneva, Switzerland.

E-mail: easloffice@easloffice.eu.

Cokpawerus: EASL — EBporneiickas accolyanysi o U3y4eHHUIo NeYyeHuy;
EN-Vie — EBpormeiickasi ceTb N0 COCYAUCTBIM 3a00JIEBAHUSIM TE€YEHH;
ABK — anTaronucts! ButamuHa K; AGA — anTudochonmmnuHblie aHTH-
Tesia; AYTB — aKTUBUPOBAaHHOE YaCTUYHOE TPOMOOIJIACTHUHOBOE Bpe-
Ms1; BOBB — BHeneueHO4Hasi 06CTPYKLUs BOPOTHOH BeHbl; [P — re-
naTouesoapHbid pak; UHUIT — nauonaTudeckas HelMppoTHYecKas
noprasibHas runeprensus; MHO — MexiyHapoiHOe HOpMaJlM30BaHHOe
otHoleHue; MII3 — MuenonposudepaTtuBHble 3a6oneBanus; HI'T —
HacJIe/ICTBEHHasl reMopparuyeckas TeseaHruakrasus; HMI' — Husko-
MoJIEKY/IsIpHbIN renapyH; HOI' — HedpaKIMOHUPOBAHHBIA reNnapuH;
OTIl — opToTonuyeckas TpaHCIIaHTaLMs neyeHy; [1B — npoTpoM6UHO-
Boe BpeMst; [THI' — napokcuamMasbHas HouHasi reMoro6uHypus; CBK —
cungpom bagna—Kuapu; CM — cocyauctbie Manbdopmanuy; CHBB —
cepAeyHasl HEAOCTATOYHOCTb C BBICOKMM CEPAEYHBIM BbIGPOCOM;
COC — cuHIpOM 06CTPYKLUH CHHYCOn10B; TBB — Tpom603 BopoTHOH
BeHbl; TBBO — TpoM603 BeH BHyTpeHHHUX opraHoB; TBIII — TpaHCh-
IOTY/IIpHOe  BHYTpHUIIEYEHOYHOEe IIOPTOKaBajJbHOE ULIYHTUPOBAHUE;
TI'CK — TpaHCI/IaHTalKs FeMONO3TUYeCKHX CTBOJIOBBIX KJIETOK.

TeMax, 06Cy/1aBIINXcsl Ha KoHpepeHuH. Cloia BOILIN CHH-
npom baaga—Kuapu, HeluppoTUYECKHUH TPOMG0O3 BOPOTHOH
BeHbI, UAMONATHYECKasl TOPTaJbHasi TUIIEPTEH3Usl, CHHAPOM
OGCTPYKIUU CUHYCOUJI0B, MasbGOpMaLUK COCYJIOB MeYeHH
IPH HaCJIe/[CTBEHHOU reMopparuyeckoi TeJeaHrusKTa3uu U
TPpoM0603 BOPOTHOU BeHbI IPH LUPPO3e.

PexoMeHJjaMu co3ZaHbl HAa OCHOBE OMYOGJIMKOBAaHHBIX
uccaemoBaHuM, HaWZeHHbIX B Pubmed. CBugeresnbcTBa M
peKOMeH AU pacnpefie/ieHbl B COOTBETCTBUU C CUCTEMOM
pa3paboTKH, OLleHKU U 3KCIEepTHU3bl CTENEHU 060CHOBAHHO-
CTU KJMHWYeckux pekoMmeHzanud (GRADE). KauyectBo [o-
Ka3aTeJIbCTB BKJIIOYAET TPU YPOBHS: BbICOKOe (A), cpefHee
(B), Huskoe (C), Torjja KaK CTeNeHW peKOMeHJaluH JesaTcsa
Ha /iBa YPOBHS: CUJIbHBIH (1) unu caabeiit (2) (Tabs. 1). Yem
BbILIIE KAYECTBO [0KA3aTeNbCTB, TEM CTPOXKE PEKOMeHAAIMH.
Eciu SIBHBIX CBU/IETEJIbCTB HET, peKOMeHJAlud OCHOBBIBA-
I0TCS1 HA COBMECTHOM MHEHUH MULIYIINX 4IeHOB KOMUTETA.

Jdtuosiornyeckue pakTopbl TpOMG03a
Be€H BHYyTPEHHHX OPraHOB y NallHEHTOB
6e3 3a60/1eBaHUid NeYeHH

B nocneanue fecATUNETHS BblJleJIEeHO HECKOJIBKO 3THOJIOTHYe-
cKkuxX $aKTopoB TpoM603a BeH BHyTpeHHUX opraHoB (TBBO),
BKuII0Yas cuHApoM bagga—Kuapu (CBK) 1 TpoM603 BopoTHOM
BeHbl (TBB). 3Tu QaKTOpbl MOXKHO pas/ieJIUTh HA MECTHBbIE U
cucteMHble. K MecTHbIM ¢akTopaMm pasBuTust CBK oTHocsaTCs
COJIM/IHBbIE 3/I0KaueCTBeHHble HOBOOOpA30BaHUSA WM KHUCTBHI,
c/laB/IMBaOLMe BeHO3HBIH TpakT [1]. TpoM603 BOPOTHOMH BEHbI
4acTo BCTpevyaeTcs KaK OCJI0KHeHHe UPpo3a Ne4eH! W 3J10-
Ka4eCTBEHHBIX HOBOOOPA30BaHMH NEYEHU U KEJYHBIX MyTeH.
K npyruMm MecTHbIM ¢aKTopaM pHUCKa OTHOCAT aGJAOMHHAJIb-
Hble onepalyy, UHeKIMH U Boclla/lleHre B GPIOIIHON MOI0CTH.
CuctreMHble GaKTOpPbI pUCKa 0OHAPYKUBAIOTCSA Y 6OJIBIIMHCTBA
naygyeHToB ¢ TBBO. B KpynHOM MHOTOLLEHTPOBOM HCC/Ie0Ba-
HuM EBponeiickoii ceTy Mo cocyAUCTbIM 3a00/1eBaHUAM ITe4eHU
(En-Vie) c yqactuem nanuenToB ¢ CBK (n=163) u TBB (n = 105)
NpoTpoM6OTHYecKHe GaKTOPbI UMeJY MeCcTO OYTH B 84 142 %
CJly4aeB COOTBETCTBEHHO [2, 3] (Tabu1. 2). ITH JaHHbIe COrJIacy-
I0TCS C pe3yJibTaTaMM NpefblAyIUX PeTPOCIEeKTUBHBIX HUCCIe-
JIOBaHHUH, B KOTOPBIX UCIIOJIb30BAIUCh Te »Ke AUAarHOCTHYeCKHe
HWHCTPYMEHTHI [4, 5]. B Apyrux 4yacTsx cBeTa, 0CO6EHHO B A3uy,
HaOJTIO/IAIOTCA IPYTHE 3ITHOIOTHYeCKHe GAaKTOPHI, B T. Y. 60/1e3Hb
BexyeTa, nepenoHku (MM MeMGpaHO3HAsA OOCTPYKIMSA) HIDK-
Hell 10J101 BEHbI U 3XUHOKOKKOBbIE KUCTHI [6, 7]. BOJIbIIMHCTBO
UCC/e[JOBaHUH TPOBOJUJIOCH C y4acTHeM B3DPOC/BbIX MaljyeH-
ToB ¢ TBBO. ¥ geteii ¢ TBBO BakHy!0 3THOJIOTHUYECKYIO POJIb,
M0-BUAMMOMY, UTPAIOT NPOTPOMOGOTHYECKHE PAKTOPbI, OHAKO
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KiinHu4yeckue pekoMeHJaluu

Ta6smmna 1. CucreMa oLleHKH KayecTBa J0Ka3aTe/IbCTB, MCN0/1b30BaHHas B peKOMeHAalUsAX (c u3MeHeHUsIMM U3 Ki1accupukanuu GRADE)

KayecTtBo pokazatensctB  KommeHTapumn CreneHb
Bbicokoe ManoBeposATHO, 4YTO JanbHENLINE NCCNEeN0BAHNS N3MEHSAT HaLLy YBEPEHHOCTb B OLleHKe addekTa A
CpepgHee JanbHelwmre nccnefoBaHns, BEPOSATHO, OKaXyT BaXHOE BANAHME HA HaLly YBEPEHHOCTb B OLEHKe a¢- B

deKkTa U MOryT USMEHUTb 3TY OLLEHKY

HuaKoe nnm o4yeHb HU3Koe  JlasnbHenwme NCCneaoBaHns C BbICOKOM BEPOSATHOCTLIO OKaXyT BaXHOE BIIMSHME Ha Hally yBEPEHHOCTb C
B OLeHKe 3 deKTa 1, CKOpee BCEro, U3MEHST 3Ty OLeHKY. BO3MOXHO N060e N3MEHEHME OLLEHKM

Pekomernpgaumsa
CunbHas

KommeHTapuin

CreneHb

q)aKTOpr, onpegendouine cuny peKOMeHﬂ,aLlMﬁ, BKJTIO4AOT Ka4eCTBO A0Ka3aTesibCTB, npennosiarae- 1

Mbl€ MCXOAbl, BAXHbIE OJ19 NauneHTa, a Takke CTOUMOCTb
Cnabas BapuabenbHOCTb NPeAnoYTeHW U 3HaYeHNIA, Gosiee BbipaxeHHas HeornpeaeneHHOCTb 2
PekomeHpaums faHa ¢ BbICOKOW CTeneHbto HeonpeaeneHHocT. O6YCnoBNMBaET BbICOKYIO CTOMMOCTb

munun notpebneHne pecypcos

Ta6smmua 2. ITuonorudeckue ¢pakropsl cuHapoma bagga—
Kuapu u TpomMG03a BOpOTHOI BeHbl [48, 52, 73]

CBK TBB
YacToTa, % YacToTa, %

dakTop pucka

Tpombodunus
BpoxaeHHas 21 35
MpnobpeTteHHas 44 19
Mn3 49 21
JAK2 nonoxuTenbHbI 29 16
FopmoHanbHble GakTopbl 38 44
MepopanbHas KOHTpauenuus &3 44
BepemeHHOCTb 6 0
nHC 19 0
Jpyrue cuctemHole ¢pakTopsbl 23 HeT paHHbIX
MecTHble dakTopbl 0 21

TBBO MoxxeT ObITb TAaKXKe BbI3BaH BO3PACTHBIMU (aKTOpaMH,
TaKUMH KaK CelCHC HOBOPOXKJEHHbIX W KaTeTepH3alus Mymnka
[8]. dTnosorus CBEK u TBB 3avactyro MHOrodpaktopHa. B uc-
cnepoBannu En-Vie couetaHue AByX U 60Jiee BPOXK/AEHHbBIX UJIHU
NPUOGPETEHHBIX IPOTPOMOOTHYECKUX PAaKTOPOB UMEJIO MECTO
y 46 % naunentoB c CBKuy 10 % — ¢ TBB [2, 3]. [Ipu TBB npo-
TPoMGOTHYEeCKUH PakTop o6HapyxkuBajicst ¥ 36 % GONBbHBIX C
MecTHbIM ¢akTopoM pucka [3]. [Ipu CBK 18 % naiueHTOB UMe-
JIY LeJibIX Tpu dakTopa pucka. Y 6osiee 60 % 60s1bHbIX TBBO ¢
BPOX/JIeHHON TpoMb6odu/nell 6bl1 HalJieH [JONOJHUTEIbHbIN
¢dakTop pucka.

BpocdeHHas u npuobpemeHHass mpoméogduaus

TepMHUH «TPOMOOPUIINSA» OXBAThIBAET KaK BPOXKJEHHBIE, TaK
W IpUOGpEeTEeHHbIE COCTOSIHUSA, CBfI3aHHbIE C IOBBILIEHHBIM
PUCKOM TpOoM603a BeH M XapaKTepU3yHoLliHecs MOBBILIEH-
HOU cBepThIBaeMocThbio KpoBH [9]. [loBbltnennsid pruck TBBO
CBSI3aH C BPOX/JEHHON HeJOCTAaTOUYHOCTbIO eCTeCTBEHHBIX
WHTHGUTOPOB CUCTEMbI CBEPTHIBAHMS, MOBBIILIEHHBIM YPOB-
HeM (aKTOPOB CBEPTHIBAHUS U MyTalUsIMU I'€HOB 3THX dakK-
TOPOB. PacnpocTpaHeHHOCTb BPOX/IEHHOW HEA0CTaTOYHOCTH
aHTUTpOMOMHA, TpoTenHOB C U S y nanuenToB ¢ TBBO tpyxa-
HO OLIEHUTH M3-3a 3a4aCTy0 HU3KOI0 CHHTE3a 3TUX BeLeCTB
B Me4YeHU y Takux Jul,. KpoMe Toro, AuarHo3 HeAOCTaTOYHO-
¢t npoTerHoB C ¥ S MacKUpYeTCs JieUeHUEM aHTarOHUCTaMU
BuTtamMuHa K (ABK). PacnpocTtpaHeHHOCTb AeduiuTa aHTU-
TpoM6uHa KoJiebieTcst oT 0 1o 5 % kak npu CBK, Tak u npu
TBB; npotenna C — 4-20 % npu CBK u 0-7 % npu TBB; npo-

TeuHa S — 0-7 % npu CBK u 0-30 % npu TBB [2-4, 10-12].
[TocKo/IbKY 3TO 3HAaYUTE/IbHO BbILIE, YeM Y HaceJIeHHs B LieJI0M,
HeJIOCTaTOYHOCTb 3TUX WHIHMOUTOPOB CBePTBHIBAHHUsI CYMTa-
eTcsl 3THoJIorndeckuM paktopoM B natoreHe3e CEK u TBB u
Jl0JDKHA BKJIIOYAThCS B IUATHOCTUYECKUH MOUCK.

Y naumenToB ¢ CBK pacnpocTpaHeHHOCTB JIeHIeHCKOH My-
Taluuu Kosiebsetcs oT 7 10 32 %. BoJIbIIMHCTBO 3THX MalkeH-
TOB — IeTepPO3UrOTHbIe HOCUTEJH, XOTS UHOT/A CIy4aloTCsl CO-
00611eHUs ¥ 0 TOMO3UTOTHBIX NanyeHTax [ 13]. Xopolio u3BeCTHO,
YTO FOMO3UTOTHbIE HOCUTEIM UMEIOT HAMHOT'0 GOJIBIIMI PUCK
TpoM603a MIyOOKUX BEH IO CPABHEHHIO C reTepO3UTrOTHBIMH,
Ho as14 TBBO aTo He noxTBepxaeHo. PacnpocTpaHeHHOCTD Jiel-
JIeHCKOU MyTalyy y nanueHToB ¢ TBB Hike — 3-9 % [14].Y Ho-
cutesielt el ieHcko myTauuu puck CEK moBeiieH B 4-11 pas,
apuck TBB — BzaBoe [15]. BapuaHT reHa npoTpoM6uHa 202104
yaie Bcrpevaercs npu TBB, uem mpu CBK [14]. B MeTaananu-
3e MOKa3aHO, YTO y HOCHTeJel BapHaHTa reHa NPOTPOMOGHHA
G20210A puck TBB B 4-5 pas Breiute [15], Torga kak puck CBK
MOBBIIIEH NPUGIU3UTeNBHO BABoe [10]. MexaHU3M pasinuuii B
pacpocTpaHEeHHOCTH JIeHJeHCKOM MyTallMM U BapuaHTa reHa
npotpoMbuHa G20210A npu CBK u TBB ocTaeTcsi HesiCHbIM.
PacnpoctpaneHHocTb aHTUdOCOOMMNUAHBIX aHTUTeN (ADA)
npu CBK u TBB, no onieHkamM, cocraBJisieT okoJsio 5-15 % [2-4].
OzpHako B GOJIBIIMHCTBe UcciefoBaHui TUTP APA naMepsiics
ToJIbKO 1 pas, Torza Kak, 10 COBpeMEHHBIM peKOMeHJalUsM,
3TO M3MepeHue JO/DKHO ObITh CZle/IaHo TOBTOPHO Yepes 12 HeA,,
YTOOBI MOATBEPAUTL HAJIMUKE aHTHUTe [16].

B fomosiHeHWe K yNOMAHYTBIM Bbllle GaKTOpaM pHCKa
TBBO B GoJtee CBeXUX HCCIe0BaHUAX U3y4asI0Ch, CBS3aH JIU
MOBBIIIEHHBIN yPOBEHb MPOKOATYJASHTHBIX (GAaKTOPOB HJIU
HapyuleHUH ¢UOpHHO/IM3a C MOBbIIeHHBIM puckoM TBBO.
Tak, y nauueHToB ¢ TBB o6HapyxeHOo moBbllieHUe daKTOpa
VIII [17, 18]. IIpu TBB Takxe oTMe4al0Ch 3aMeTHO€E IOBBI-
IIeHHe 3H/JOTeHHOT0 TPOMOYHA He3aBUCHUMO OT UMEIOLEerocs
IPOTPOMOOTHUYECKOT0 UM TPOM6OPHUINYECKOr0 HapyIleHHUs
[18]. C noBeienHeiM puckoM CBK Tak»ke CBA3BIBAIOT TUIO-
bubpuHoOIM3, T. €. yAJUHEHHe BpeMeHH, He06X0MMOT0o Ha
pacTBopeHHe TpoMba. ITO IIaBHbIM 06pa3oM olpefe/ssoch
MOBBIIIEHHBIM YPOBHEM HHTHOUTOpA aKTUBaTOPa NJ1a3MHUHO-
reHa 1. Ha cerofjHs BaXXHOCTb 3THX JAaHHBIX AJS MPOTHO3a U
nevenus TBBO He usdyvanace [19].

MuenonpoaugepamusHsle 3a601e8aHUS

MuenonponudepatuBHble 3a6oseBanus (MI13) — yacras npu-
YMHa TPoM603a BeH OpromHOoN nosoctd. MII3 — ato Hapymie-
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HUSl CO CTOPOHBI KJIOHAJbHBIX I'€MOMNO3THYECKUX CTBOJIOBBIX
KJIETOK, XapaKTepHU3yoliyecs: U30bITOYHON BbIPAaGOTKON 3pe-
JIBIX ¥ QYHKLMOHAIBHBIX I'PaHy/IOLUTOB, 3PUTPOLUTOB U/HUJIU
TpoM6oLUTOB. OZJHO U3 OCHOBHBIX OCJAOKHeHU MII3 — Bo3-
HUKHOBeHHe TPOM6030B BeH 1 apTepUi, BbI3BAaHHBIX IOBBILIEH-
HOM arperanyieid TpoMGOIUTOB 1 00pa30BaHKeM TpoMOuHa [19,
20]. Panee cuurtasnocs, yro MII3 umerot Mecto y 30-40 % nanu-
eHToB ¢ CBK uiu TBB, Torga kak Ha caMmoM Jiejie OHU SIBJISIIOTCSA
MPUYUHOH JIMIIb MaJIOW YaCcTH BEHO3HBIX TPOM6030B [2, 3, 11,
21, 22]. luarno3 MII3 cTaBUTCA Ha OCHOBE psifila KPUTEPUEB,
BKJ/II0Yasl XapaKTepHble M3MeHeHHUsl KJIETOK Nepudepryeckoi
KpOBH (MOBBILIEHHBIH YPOBEHb reMOIJIOONHA, TPOMGOLUTO3) U
KocTHOro mMosra. OfHako y nanueHToB ¢ TBBO LieHHOCTB 3THX
06GBIYHO HCIOJIb3YeMBbIX KpuTepueB auarxHoza MII3 ciayxurt
peJMETOM CIIOPOB U 06CyxJeHuH. [Ipy nopTasbHOM rumep-
TeH3UH, NPUBOAALIEN K TUNepCIVIEeHU3My U TeMOAWIIOLUY,
XapaKTepHble TPOMOGOLIUTO3 U 3PUTPOLUTO3 MOTYT MAacCKUpO-
BaThbcA [23]. Panee guarHo3 MII3 y 3THX MalMeHTOB CTaBUJICS
Ha OCHOBe GHOICMM KOCTHOTO MO3ra M pOCTa 3PUTPOUAHBIX
KOJIOHHH B OTCYTCTBHE 3K30T€HHOTO 3pUTPONO3THHA — CIIOH-
TaHHbIE 3H/IOTeHHbIE 3PUTPOULHBIE KOJIOHUU. ITUM MapKepoM
MOXKHO ObLJIO [10JIb30BAThCS JJIS1 BbISIBJIEHUS NALMEHTOB C PU-
ckoM yxyaweHust MII3 [23]. B HacTosi1iee BpeMsl MyTaLlysl reHa
JAK2V617F — Tunu4yHas My Talys, TIPUBOJSLIAS K HOBBIM QyHK-
1AM 1 pasBuTHio MII3, urpaeT ocCHOBHYI0 pOJIb B IUarHOCTHYe-
ckoi crpareruu MII3. 3Ta MyTanusa NpyucyTCTBYeT NIOYTH Y BCEX
NallleHTOB C UCTMHHOW MNOJMLIMTEMHUENH U OKOJIO TMOJIOBHUHBI
MalUMEeHTOB C TPOMGOLUTONEHHEN U TIEPBUYHBIM MUET0dUOPO-
30M. MyTauus reHa JAK2V617F o6Hapy»xeHa y 60JbIIOro KOJIU-
YyecTBa C/Iy4aiHo BbI6paHHbIX 60sbHBIX CBK 11 TBB. B HejaBHEM
MeTaaHa/M3e coo0LaJIoch 0 pacnpocTpaHeHHOcTH MII3 U ux
MOJTHUIIOB, a TaKXKe MyTaluu reHa JAK2V617F u ee poJiv B iua-
THOCTHKe 3THX peIkUX 3a6oieBaHui [24]. [Ipu CBK pacnipocTpa-
HeHHoCcTb MII3 u myTauuu JAK2V617F coctaBisna 40,9 1 41,1 %
cooTBeTcTBeHHO, ipu TBB — 31,5 u 27,7 % coOTBETCTBEHHO.
MII3 u myTtanusa JAK2V617F 4dame BcTpevanuch npu CBK, yem
npu TBB. UcTrHHas nosMuuTeMus yaue Bcrpevasach npu CBK,
yeM ipu TBB. CkpunuHr Ha JAK2V617F nanuentoB ¢ TBBO 6e3
TUIHUYHBIX FeMaToJIoTM4ecKux npusHakos MII3 Beiasua MII3
y 17,1 u 15,4 % 6oabHbix CBK u TBB cooTBeTcTBeHHO [24].
CrnefoBaTesIbHO, MOXKHO CAe/1aTh BbIBOJ, UTO TMCTOJIOTUYECKOe
HccJiejoBaHue KOCTHOTO MO3ra U CKpUHUHT Ha JAK2V617F nyx-
HO IPOBOJUTD Y Bcex nanueHToB ¢ TBBO B pamkax cTanzapTHO-
ro IMarHOCTUYECKOro nouvcka [25]. B HekoTopeIx ciaydasx MII3
TPYZAHO NoJJaeTcsl JUAarHOCTHKe U K 0ObIYHOMY JIHarHOCTHYe-
CKOMY a/IFOPUTMY, 110 pekoMeHJauuu BO3, 106aBas0T Ma3ok
KpPOBH, ONPe/ie/ISI0T yPOBEHb SPUTPONOITHHA WU GOPMUPOBa-
HHe 3H/IOTeHHbIX 3pUTPOUHBIX KOJIOHUH in vitro [26]. HegaBHO
JiB€ MCC/Ie[J0BAaTE/NbCKUX IPYNIbI OJHOBPEMEHHO COOOLIM/IM O
CyLIeCTBOBAaHUHU COMAaTUYECKUX MyTalli B reHe, KOAUPYIOIEeM
KanbpeTuKy/auH (CALR) — 6esiok 3HAOIIA3MaTHYECKON CETH,
Y4aCTBYWOILMN B peryyisiuuu curasnbHoro nytu STAT [27, 28].
I9TU MyTaLUu OblIU BbISIBJIEHBI IyTEM CEKBEHUPOBAHUS BCETO
3K30Ma y 60JIbIIMHCTBA 60s1bHBIX MII3 6e3 MmyTaruu rena JAK2.
MyTauuy KaJabpeTHKYJIMHA OTCYTCTBOBA/IH y NAllMEHTOB C UC-
TUHHOM TOJIMIIUTEMUENH U o6HapykuBauch y 80 % mnaiueH-
TOB C TPOMOGOLUTONEHUEN W NMepBUYHBIM MHeI0dUOpO30M B
oTcyTcTBUe MyTanuu JAK2. B 2 HefjaBHUX UcceloBaHUsX [29,
30] ouenka Ha MyTauuu CALR okazasach NoOJ0KUTeNbHOU ¥ 0,7
1 1,9 % 6osbHBIX TBBO cooTBeTcTBEeHHO. YacToTa yBesiMunBa-
Jlach, KOTZIa B UCCJI€0OBAHUN OCTABJIA/IM TOJIBKO MALIUEHTOB C

MII3: 2,3 u 5,4 % cooTBeTcTBeHHO. [leiicTBUTENBbHO, CALR GbLI
nosioxuTeabHbM y 9,1 (1 13 11) u 30 % (4 u3 13) naureHTOB
cooTBeTcTBeHHO ¢ MII3, oTpunatenbHbIMU Ha JAKZ.

[TaTorenetuyeckuit MexanusMm TBBO nmpu MII3 B To4yHO-
CTU HEU3BECTEH, HO MOMHMO XapaKTepPHbIX 3pUTPOLUTO3A
U TPOMOOLHMTO3a MAaTOTeHETUYECKYI0 pOJib, MO-BUAUMOMY,
UrpaioT GyHKIMOHAJbHbIe HAPYLIEHNS CO CTOPOHBI TPOMGO-
LIUTOB U JIEHKOI[MTOB.

Apyaue smuoaozuueckue gpakmopbwl

[TapokcusmanbHast HoyHas remomiobuHypus ([THI) — penkoe
IpHoGpeTEHHOE reMaToJIOrMYecKoe HapyIleHHe CO CTOPOHEI re-
MOIIO3THYECKHX CTBOJIOBBIX KJIETOK, CUJIbHEHIIIMM 06pa30M CBsI-
3aHHoe ¢ CBK [32]. 3To cocTosiHue 06HapykuBayioch y 9-19 %
o6cnesoBaHHbIX naurenToB ¢ CBK [11, 33], Toraa kak npu TBB
€ro pacnpocTpaHeHHOCThb cocTaBJisiia 0-2 % [3]. TouHbIl Mexa-
Hu3M pazButusa TBBO noka HeusBecreH [33]. Bosbhble TTHT ¢
60.s1ee 60 % rpaHy/IOLUTOB B MOMYIALMY KJIETOK, 10-BUAUMOMY,
HMMeloT 6osbIMi puck TpoM6o3a [34]. UcciepoBanue Ha ITHI
JIOJDKHO TIPOBOJUTBLCS B IJIAHOBOM NOPsIAiKe Y BCeX NaLlUeHTOB
¢ CBK u, BeposiTHO, ¢ TBB [35]. AyTouMMyHHble 3a60JieBaHUS,
BOCIAJINTeJIbHbIE 3a60/1eBaHUS KHILIEYHHKA, BaCKY/IUTBI, cap-
KOM/I03 U 3a60/1eBaHUA COEAMHUTENBHON TKaHU TaKXKe MOTYT
6bITh cBsI3aHbI ¢ TBBO, X0TS 3TH COCTOSIHMS B MEHBILIEH CTENEHU
HabJIlo/jaIMch B UccienaoBaHuu En-Vie; 6osie3Hb Bexyera Hau-
6oJiee yacTo BcTpevasack B CpeguzeMHoMopbe [36]. K apyrum
peaxuM npryrHaM TBBO oTHocATCA LMTOMeraaioBUpycHasl UH-
dekuus u nenuakus [37, 38].

dakTopamu prucka TBBO cunTamT TakKe ropMOHa/bHbIE
baKkTopel, B T. 4. IpHEM EpOpPaJbHBIX KOHTPALENTHUBOB U
6epeMeHHOCTb. [lokazaHo, YTO MpHeM NepopajbHbIX KOHTpA-
Le[ITUBOB CBSI3aH C NMoBbllleHHeM pucka CBK kak MUHUMyM
BaBoe [10, 39]. st TBB puck Tak:xe MOXeT ObITh HECKOJIBKO
MOBBILIEH, HO 3/1eCb TOYHBIX JJAHHBIX 0Ka HeT [10]. CnexyeT
OTMETHTB, YTO y MHOTHX NMallM€HTOB MOXHO BBIZEJUTDb ApY-
rUe CONyTCTBYIOIIME 3THOOrHYecKre GaKTOpHI.

Imuosozuveckue akmopwvl U UX 8AHCHOCMb
0419 s1IevyeHus

BrisiBuTh aTrosorndeckuii dpakrop TBBO odeHb BaXKHO, T. K. 3TO
MOXeT UMeTh TepalneBTHYeCKOe U IPOTHOCTHYECKOe 3HaUYeHHe.
Hanpumep, Hanm4re NOBbIIIEHHOM CBEPTHIBAEMOCTH KPOBU MO-
KeT MOBJIMATb Ha JJIMTeIbHOCTDb JIe4YeHHs] aHTUKOAryJIssHTaMU
npu TBB.IIpu CBK, yunThiBas TsKecTb 3a60/1eBaHY s, OIPaBAAHO
MOXKU3HEHHOe JleueHHe aHTuKoaryiasaHTamu. [Ipu octpom TBB
AHTHKOAry/IsiHThl HA3HA4aloT Ha nosroaa. OfHaKo AJIUTeNbHOe
JledeHre UHOT/A [I0Ka3aHO B 3aBUCUMOCTH OT OCHOBHOTO 3a60-
JleBaHUA. B Lies10M A/1MTeNIbHOCTD JIeyeHUs] aHTUKOAry/ITHTaM1
CUJIBHO 3aBUCHUT OT PUCKa IOBTOPHOro TpoM603a. HecMoTps Ha
TO YTO PUCK pelnuBa npu TBB usyvascsa JUIIb B HECKONBKUX
PEeTPOCNEeKTUBHBIX HCC/IeJOBAHUAX, B HUX ObIJIO BbIABJIEHO, YTO
HCXO[HOE HapyllleHue TPOMOG006GPa30BaHUS CYKUT HE3aBHUCH-
MbIM IPeJUKTOPOM MOBTOpPHOro TpoM603a [40-42]. C apyroit
CTOPOHBI, CJeAyeT YyYUThIBATb PUCK KPOBOTEYEHHUs Y TaKHUX
NalYeHTOoB, T. K. y HUX 4acTO UMEIOT MecTO KPOBOTeYeHUs U3
BapUKO3HO PACIIMPeHHBbIX BeH. B CBA3M € 3TMM COBpeMeHHbIe
peKOMeH/JallM MpeJJIaraloT JAJIMTeNbHYI0 Tepaltio aHTHUKOa-
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KiinHu4yeckue pekoMeHJaluu

TyJITHTaMH TOJIBKO NP HaJIMYHUH ABHBIX GaKTOPOB PHUCKA TPOM-
6033, TAKUX KaK TOMO3UTOTHasi JIeWJeHCKasi MyTaLKs 1 BAPUAHT
reHa npotpom6uHa [43]. [pyrue pyKoBo/JiCTBa yTBEPXKAAIOT, YTO
JedeKTbl, CBA3aHHbIe C TPOMO03aMH, UMEIOT Heolpe/ie/IeHHYI0
MPOTHOCTUYECKYIO POJIb JJIl Peliu1Ba U NPUHATHS pellleHUs
OTHOCHUTEJIBHO JJIUTEJIbHOCTA aHTUKOAryJsHTHOH Tepamnuwy,
eCJIM pe3y/IbTaT TeCTa He OCHOBAaH Ha Jl0Ka3aTeJbCTBax [44].
YT06B!l YCTAHOBUTDH AJIUTENBHOCTb aHTHUKOATY/ISTHTHOW Tepa-
MK, He06X0JUMbI 06CEpPBALMOHHBIE UCCIIE/JOBAHUS, 0COGEHHO C
y4yacTHeM NallUeHTOB C OTCYTCTBHUEM WU JIETKOH CKJIOHHOCTBIO
K TpoM603aM. CoBpeMeHHble peKOMeH/JalluH He NOAJlePXKUBa0T
o6c/1ejoBaHHe JIPYTHX YJIEHOB CEMbU NIPH BBISBJIEHUH y Maly-
eHTa iepeKTa, CBI3aHHOTO CO CKJIOHHOCTBIO K TpoM603aM [45].

[Ipu TBBO Ha ¢pone MII3 aHTHKOAryJSHTHYI TepaIuio
ABK cnenyeT Ha3HadaTh 6eccpodHo. [IoyTH Bce nalueHThbl C
MII3 B HacTosiLlee BpeMs MOJAy4aOT acnupuH. OfHaKoO Heoo-
XOZMMO JIU J06aBJISTh aCIUPUH K JieyeHUto TBBO y 60/1bHbBIX
MII3, nonyyaromux ABK, noka HeusBecTHo. [loTeHIIMaibHOE
NpeuMyLecTBO acnuprHa y nanueHTos ¢ TBB u MII3 oTmeue-
HO B PETPOCHEKTUBHBIX HCCAE0BAHUAX, HO 3TOT GaKT HYX-
JlaeTcs B IPOBepKe B MPOCHEKTHUBHBIX HUCCIeJ0BaHUAX [44,
46]. bosabHble MII3 fo/KHBI NONMYYaTh aHTUIPOAUbEpPATUB-
HYI0 Tepalulo, B YaCTHOCTHU UHTepPepOH-A UJIU THPOKCUMO-
YeBUHY /IJIs] HOpMa/IU3allM M NoKasaTesell KpoBH. [Ipy UCTHH-
HOH NMOJIMOUTEMHHU IlesieBOe 3Ha4YeHHe reMaTOKPHTa J0KHO
6bITb MeHee 45 % [47]. JuarHo3 nepBuyHo# [THI' y 60/1bHBIX
TBBO MoxeT UMeTb Ba’KHOe 3HaUeHHUe /151 0/[00pa TepanuH.
TakuM nanMeHTaM MOXKeT ObITh MI0Ka3aHO AJIUTe/bHOe Jeye-
HUe 3Kyau3ymabom [35].

Pexomendayuu

1. Heobxooumo ob6cnepmoBath naupeHtoB ¢ CEK 1 TBB Ha
MECTHble U CUCTEMHbIE MPOTPOMOBOTUYECKNE (aKkTopbl.
BhisiBneHe ogHoro ¢gakrtopa pucka He ocBOOOXAaeT OT
novcka gpyrux (A1).

2. [narHoCTrM4ecKuin MOUCK BKIIIOYAET BbIBIEHWNE BPOXIEH-
HbIX 1 NPUOBPETEHHBLIX HGAaKTOPOB CKIIOHHOCTN TPOMOO3Y,
MNM3, MHI 1 ayTonMMmyHHBbIX 3a6oneBanuii (A1).

3. Heobxogumo obcnepoBatb naumeHtoB ¢ CEK 1 TBB Ha
MECTHble aKTopbl PUCKa, BK/OYas BOCMANUTENbHbIE
3ab0eBaHNs U 3/10KAaYEeCTBEHHbIE HOBOOOpPA30BaHMSA
OptoLHor nonoctn (A1).

4. CKPVIHUHT Ha CKIOHHOCTb K TPOMB03aM [0/KEH BK/OYaTb
npotenH S, npotermH C 1 ypoBeEHb aHTUTPOMOWHA, nei-
[EHCKy0 MyTaumio, BapuaHT reHa G20210A n ADA. Mpun
NMoJIOXMUTENBHOM pe3ynbTtate Ha ADA aHanus crenyert no-
BTOPUTbL Yeped 12 Hea,. (A1).

5. Ha MMN3 Heobxooumo o6cnenoBatb nauneHtoB ¢ TBBO
M NIOAEN C HOPMasibHbIMW MOKa3aTensiMm KpPoBWU MyTem
TecTa Ha myTtauuio JAK2V617F. Mpu oTpuLaTensHOM pe-
3ynbTate HEOOXOAVMO MPOBECTV CKPUHWHI HA MyTauuio
reHa CALR; ecnn 1 OH OoKaXeTcsi oTpuuaTeSibHbIM, BO3-
MOXHO MMCTONOrMYecKoe NCccnefoBaHne KOCTHOro Mo3ara.
MaumeHToB cneayeT HaNpaBnsaTb kK remartonory (B2).

6. Heobxooumo npaBWIbHO NIEYNTb OCHOBHOE 3aboneBaHne
(B1). Npu Hannumm MM3 y 6onbHbix TBBO aHTukoary-
JIAHTHYIO Tepanuio HasHa4valoT 6eccpoyHo (B1).

Cunapom baasa—Kuapu

[Ton CEK noHuMaloT 06CTPyKIMI0O BEHO3HOTO OTTOKA U3 IIe-
YeHH, IPUYEM NPENSTCTBUE MOXKET HAXOJUThCS KaK B MeJl-
KHX TeYeHOYHbIX BeHy/1aX, TaK U B MecCTe BIaJleHUsI HUX-
Hell moJsiold BeHbl B mpaBoe npexcepaue [1]. O6cTpyknus
BEHO3HOr0 OTTOKa M3 IedeHH, CBA3aHHas C 3a6ojeBaHU-
AMU cepAana (MepruKapAUT, CHHAPOM OGCTPYKIHUHU CHHYCO-
UA0B), U3 omnpeneseHus uckiawvaercsa. CBK genurtcsa Ha:
1) nmepBUYHBINA, BbI3BAHHBIA TPOMOG0O30M B OTCYTCTBHUE
cAaBJieHUsT 06'beMHbIMHM 00pa30BaHUSIMH, NpPOpacTaHU-
eM 3JI0OKaYeCTBEHHOHW OINyX0JIM WMJM Napa3uTapHbIMHU 3a-
00JIeBaHUSIMHU, U 2) BTOPUYHBIK (MpW HAJUYUU 3ITHUX Ha-
TOJIOTHH). Y4YUTBbIBasi pas/iM4usi B JIEUEHUU U IPOTHO3eE,
3/ecb Mbl 6ygeM o6CyXJaTb Toabko nepBUYHbIH CBK.
B 3amajfHbIX CTpaHax yalle BCEro BCTpevyaeTcss TPoMGO3
TOJIbKO Ie4eHO4YHOH BeHbl [48], Torga kak B A3uu Ipe-
06J1alaeT OOCTPYKIUSA HUXKHEH MOJIOM BeHbl — OTAEJb-
HO WM B COYETAHUHU C OGCTPYKLHeH NeyeHOYHOH BEHBI.
[laTodusunosorndyeckre nNocaeCTBUSA BKJIOYAIOT 06CTPYK-
L[110, KOTOpas BeJeT K 3aKylopKe CUHYCOUJIOB, UIIEMUU U
B KOHEYHOM HTOre HEKPO3y renaToLUTOB. ITO MOXET NpH-
BOJUTH K LLeHTPO106y/1sspHOMY GUbpO3Y, Y3/10BOM pereHe-
paTUBHOMW runepI/asuy u/uim LUpposy.

KauHuueckas KapmuHa

Kimuudeckas kaptuHa CBK MHororpanHa — ot 6ecCUMITOM-
HOTO Te4eHHs 10 GyJIbMUHAHTHON e4YeHOYHOH HeJJ0CTaToy-
HocTH [1, 49]. BeccuMnTOMHOE TeyeHHe 4aCTO COYETAETCH C
Ha/inyMeM 60TraToM KoJulaTepaJbHON CeTH B MedeHH. B koo-
NepupoBaHHOM NPOCHEKTHBHOM MCCIe[0BaHUU C y4acTHEM
60s1b1IOMH rpynnbl 601bHBIX CBK Ha MOMEHT NOCTAaHOBKH Jjua-
rHO3a aCLUT NpuUcyTcTBOBal y 83 % malnueHTOB, renaToMera-
aust —y 67 %, 60J1b B xkuBOoTE — ¥ 61 %, BApUKO3HOE pacIin-
peHue BeH nuueBoAa — y 58 % u kpooTeuenue us JKKT —y
5 % [2]. [lpumepHo y 15 % nauuentoB CBK coyetasicsa ¢ TBB
[2, 50]. B aTtux ciay4asix TepamneBTHYeCKHe MOJXOJbl MOTYT
ObITh 3aTPyJHEHBI, a IPOrHO3 Xyke [50].

[Ipu sny4yeBbix ucciaenoBaHusx y 60-80 % mauueHTOB C
CBK BUAHBI y3/10Bble 06pa3oBaHusA B neyeHU. OHU OGBIYHO
Jlo6poKayecTBEHHble M BO3HUKAIOT HU3-3a HapyLIeHUs Kpo-
BooOGpalieHus. ITH y3J1bl 06bIYHO HEOOJIbLINE (KaK IIPABUJIO,
He GoJiee 4 cM B JMaMeTpe), MHOTOYHCIEHHBI (YacTo 6osee
11 y3s10B), 6oraTo BacKy/isipU30BaHbl U PacIpOCTPAHEHBI 110
Bcell nevenu. [Ipu KT u MPT naTorHoMOHU4YHas1 KapTHHA He
BH/HA. [loka3aHo, 4TO KyMyJsITUBHAs 4acTOTa TenaToles-
sgwsspHoro paka (I'LIP) npu CBK cocraBasieT 4 % (MeauaHa
nepuojia HabstoAeHus 5 Jiet) [51], moaToMy Tak BaXKHO Mpo-
BOAUTb AubdepeHINATbHYI0 AUArHOCTUKY. Y NallMeHTOB C
3 y3JlaMH U MeHee, MaMeTPOM y3JI0B 3 CM U 6oJiee, HEOAHO-
POZHOCTBIO UJIM BbIMBIBAHHMEM B BEHO3HYI0 $a3y, HAIUYHEM
W3MeHeHHUH PH JBYX M0CJIe/0BaTebHBIX Jy4eBbIX UCCIE/0-
BaHMAX UJIM yBeJIMYE€HHEM YPOBHSA a-peTOoNpoTernHa npeja-
raetcs NpoBOAUTh 6uorncuio [51]. OgHaKO pasguoorudecKue
M TUCTOJIOTUYECKHE XapaKTePUCTUKU IeYEeHOUHBbIX Y3JI0B
npu CBK He MOJIHOCTBIO COOTBETCTBYIOT BCECTOPOHHE OMNHU-
caHHbIM KpuTepusM ['lIP npu nuppose, N03TOMy 3TH peKo-
MeHJaluuu GpopMabHbl, HO HEOOXOJUMO TIATe]TbHOE MHOIO-
npo¢uIbHOE HAGJI0IEHHE.
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Auaznocmuka

JluarHo3s CcTaBUTCA NPU HECOMHEHHOM paJiM0JIOrHYeCKOM
MO/ TBEPXK/AEHUH HAJUUUs NPENsTCTBUS BEHO3HOMY OTTOKY
13 nedeHH. JIONMIJIEPOBCKOE HUCCIe[0OBaHUE UMEET AUarHo-
CTUYECKYI0 YYBCTBUTENbHOCTh Gosiee 75 % U siBsieTCs Me-
ToJIoM Bbi6GOpa [1]. EC/TM ONBITHOTO CHEIUaMCTA HET, TO AJIs
MOATBEPXKAeHUs Auarno3a npuMenserca MPT wiau KT [1, 48].
BeHorpaduwo npoBOASAT, ec/iv JUAarHO3 BbI3bIBAET COMHEHUS
WJIM YTOGBI 0XapaKTepU30BaTh aHATOMHUIO MIOPAXKEHUS epes,
HavaJsioM JiedeHus. Ecu siyueBoe vccieJoBaHYe He TOKa3aio
3aKyIMOPKY KPYIHOH BeHbI, TPOBOAUTCS GUOICHS TeYeHH 11
BBISIBJIEHUSI TPOMG030B MEJIKUX ITeYeHOYHbIX BEH.

Jlewenue

PexomeH10BaHHBIN Nomarosblii aaroputM Jedenus CBK, oc-
HOBaHHbIN Ha JJaHHBIX PETPOCHEKTUBHBIX KOTOPTHBIX U NPO-
CIeKTUBHBIX HcCaefoBaHui [2, 52, 53], npuBeaeH Ha puc. 1.

[ManuenTam ¢ CBK yacTo He06X0 MO JieueHHUe acliuTa U
BapUKO3HOTrO pacuiupeHusi BeH. [I[pUMeHSIIOT Te ke MeTo/pl,
YTO NpPU aCLUTe U MOPTAJbHOM THUIEPTEH3UH, BbI3BAaHHBIX
LUPPO30M.

[Tannentam c CBK Hy»XHO Kak MO>XHO CKOpee Ha3Ha4UTb
6ecCpOYHYI0 aHTHUKOATY/ISIHTHYIO TEPAIHIo B MONBITKE CHU-
3UTh PUCK YBeJHUYEHHUs TPOMOA M HOBBIX 3MHU30/I0B TPOM-
603a [1, 2, 52, 54]. CornacHO peKOMeHZJALUSIM IO JIeYeHHUI0
TpoM603a [yGOKHUX BeH, MalMeHT JOJDKEeH MoJydyaTb HU3-
KoMoJieKynsApHbIH renapud (HMI') B TeueHMe Kak MUHUMYM
5-7 nHel B coueTaHUU C AaHTHUKOATYJIIHTHOHN Tepanueil ABK
BHYTPb, YTO6BI JO6GUTHCSA MEX/AYHAPOAHOI0 HOPMaJIU30BaH-
Horo oTHoweHus (MHO) 2,0-3,0. BBegenne HMI' MmoxHoO npe-
KpaTUTh, Korga MHO HaxoAUTCsl B yKa3aHHOM JiMana3oHe NpU
JIBYX [I0CJIeJOBATe/IbHbIX U3MEPEHUSIX.

Mexay TeM B rpyIiie NanueHToB, y KoTopbix CEK 6611 ua-
rHoctipoBaH B 1995-2005 rr., oTMeyasach BbICOKas 4acTOTa
KpOBOTeYeHHH Ha PpoHe aHTHUKOaryasasHToB (70 50 % ciy4aes)
[55]. B 6oJiee cBex<eM NMPOCNEKTUBHOM HCCJIeL0OBAaHUM IPYMIIbI
nanyeHToB ¢ guardosoM CBK, nocrasiennsiM B 2005-2007 rr,
KpOBOTeueHUs Haburoanuch pexe (17 % ciy4yaeB), TO JIU B CBSI-
3U C 60Jiee Ka4eCTBEHHBIM ITPOBe/ieHHeM HHBAa3UBHOW aHTHUKOA-
T'YJISIHTHOM TepamnuH, TO JI 6J1aroiapsi Xopoluel npopuiakThKe
KPOBOTEYEHUH, CBA3aHHBIX C IOPTAbHOU runepreH3uen [53].

JloruyHoO, YTO B TO K€ BpeMsi HY>KHO HAYMHATb JieueHUe
OCHOBHOU MPUYMHBI MOBBILIEHHOI'0 TPOMG006pa30BaHUs, Ha-
npumep MII3. IlpenmMyiiecTBa paHHero Hadasa JiedeHust MII3
MOATBEPAUINCE B PETPOCIEKTUBHOM KOTOPTHOM aHasu3e [56].

OnbIT KOPPEKIUH O6CTPYKIIMM BEHO3HOTO OTTOKA U3 IIe-
YeHU METOJO0M TpoMOGoJin3uca orpaHudyeH. Coobuasocy o

MegvkameHTO3Hasa Tepanus

AHrvonnactuka/cTeHTUpoBaHne/TpoMbonmanc

TBILW

TpaHcnnaHTaums nevyexHu  /

Puc. 1. PekoMeH0BaHHBIM NOMIAroBbIi AJITOPUTM JIeYeHUs CUH-
Apoma Bagaa—Kuapu

XOPOUIMX pe3y/IbTaTax y NallMeHTOB CO CBEXXHM U HEIOJIHbIM
TPOM6030M, NOJyYaBIIHUX PAHHIOI MECTHYI0 HHQY3HUIO TPOM-
60JIMTUYECKUX [TpenapaToB B COYETAHUM C aHMOMJIACTUKON
Win cTeHTUpoBaHueM [57]. OcloXKHeHUs], OJHAKO, MOTYT
ObITh CMepTeJbHbIMU [58].

YacTU4HBI WM CerMeHTapHbIA CTEHO3 HMeeT MecCTO
y 60 % mnanueHTOB C 0GCTpPYyKIMeld HIKHEH NOJIOH BeHBbI U
25-30 % manueHTOB € 06CTPyKIMeH ne4ueHOYHOH BeHbI [59].
AHrvomIacTUKa WIM CTEHTHUPOBaHHEe IPU TAKHUX CTEHO3ax
MOXeT BOCCTAHOBUTb QU3HUOJIOTUYECKUH JpeHaXX KPOBU IO
BOPOTHOM BeHe U cMHycouAaM. [IoBTOpHBIHM CTeHO3 NocJjIe aH-
THOIJIACTUKH — 4acToe sIBJIeHHe; YMEHBIIUTb ero PUCK MOX-
HO NyTeM COYeTaHHWA CO CTeHTHpoBaHHMeM. HempaBuibHOe
MOJIOKEHWE CTEeHTa MOXET BIOCJEJCTBUM NOMeIaThb IpPo-
BeJIeHHIO TPaHCBIOIY/ISIPHOTO BHYTPHUIIEYEHOYHOTO MOPTO-
KaBaJibHOro myHTHpoBaHus (TBIIII) uau oproTonuyeckon
TpaHcnaaHTanuu nedeny (OTII). B uesom aHruomnsacTuka u
CTeHTUPOBaHUe CJIyXaT paJIuKaJbHbIM JIedeHHEM [/ MeHee
yeM 10 % 6ospHbIx CBK B 3amazsnbix ctpaHax [53]. B gpyrux
peruoHax, rie Takas cnenududeckas popma CBK BcTpevaeT-
cs1 yaue, 3¢ GeKTUBHOCTb MOXKeT ObITh Bblllle [60].

[ManuenTsl ¢ CBK, KoTOphle He OTBeYarT Ha MeJUKaMeHTO3-
HYIO TepalMi0 U KOTOPbIM HeJb3sl IPOBOJUTb aHTHUOILIACTUKY
WM CTEeHTHUPOBaHMWe, JOJ/DKHBI MOJIy4aTb JiedeHHe BTOPOro
pAAa. YeTkoro o6bsACHEHHS TOMY, T04eMy Ha HEKOTOPBIX Mally-
€HTOB He JIeHCTByeT MeJUKaMeHTO3Has Tepamnusi, HeT, T03TO-
My XapaKTepUCTUKU nanueHToB ¢ CBK, KOTOPBIM BbINOJHAT
TBIILI, pa3HATcA OT LieHTpa K LeHTpy. beuio npeasoxeHo He-
CKOJIBKO KpUTepHeB: KJIMHUYeCKON Heyjadyell B JleYeHUU CUU-
TaeTcsl CUTyallMsl, KOTJja OTCYyTCTBYIOT KPUTEPHUH MOJHOTO WU
npojoJnKarolerocs orseta [52]. O HOJIHOM OTBeTe FOBOPAT, KOT-
Jla CTabUJIbHO BBINIOJTHSIOTCS BCE LIECTh N€PEYHCIEHHBIX HIDKE
KpuTepHeB: 1) OTCyTCTBUe KJIMHUYECKU ONpe/essieMOro aciu-
Ta, C HOpMaJIbHbIM YPOBHEM HaTpusl U KpeaTHHHHa 6e3 Jeye-
HUS JUypeTUKaMH WK NP HU3KOU [j03e JUYPETHUKOB (CIUPO-
HOJIAKTOH 75 Mr/cyT unu pypocemuz 40 Mr/cyT) U yMepeHHOM
ynoTpe6/IeHHH Coy; 2) NOBbILIeHHe YPOBHSA GpaKTopa CBePThI-
BaHus V Bolie 40 % OT HOPMaJILHOTO 3HaYeHUS; 3) CHIDKEHHE
npsMoro 6uaMpy6uHa o MeHee 15 MKMoJb/JT; 4) OTCyTCTBUE
NEepBOro MM NOBTOPHBIX 3MM30/l0B KPOBOTEUEHHs], CBSI3aHHO-
ro C OPTa/IbHOW runepTeHsvel Ha GpoHe NepPBUYHOMN UJIU BTO-
PHUYHOH NPOPUIAKTHKY HeceleKTUBHBIMHU [3-6/10KaTOpaMH UJIH
3H/IOCKONMYECKON Tepamnuy; 5) OTCYTCTBHE CTIOHTAHHOH OaKTe-
pHasibHOM MHPEKLNY; 6) UHJEKC Macchl Tesia 6osiee 20 Kr/m? 3a
BbIYETOM aCLUTHYECKON KUJKOCTH U oTeKoB. O mpogosnKaro-
1leMCsl OTBETe OBOPST, KOT/A BBINOJIHAIOTCS TlepedyrcleHHble
HIDKe TPU KPUTepHs B TedeHUe 2 He/l. ledeHHsT: 1) IpY Ha/Tuuuu
acLUTa OTPULATEbHBIA HATPHUH U BOAHBIN Ga/IaHC LOCTUrAIOT-
Al IpY HU3KOH 03e JUYPEeTHKOB U YMEPEHHOM ITpYeMe HaTpHH,
IPY 3TOM MMEIOT MeCTO HOpMaJsIbHble YPOBHU HATPHUS U Kpea-
TUHHWHA WM YPOBEHb HATPUs MOBBIIIAETCS, €C/IM paHbllle ObLI
HU3KHUM, a KpeaTHHHUHA — MOHWKAETCs], eC/IM paHblile OblI Bbl-
cokuM; 2) ypoBeHb ¢akTopa V NOBbILIAETCS, €CJIM PaHblle ObLI
HU3KHMM; 3) YpOBeHb NPSIMOTO OUJIMPYOHMHA CHUXKAETCs, eC/IH
paHblile 6blJ1 BBICOKMM. ITH KPUTEPUH OTBETA TPeOYIOT Ba/IU-
JIM3aLMH B OYAYIINX UCCIeJ0BaHUSIX.

BTopuyHble moAxoAbl — XUpPypruyeckoe LIYHTHPOBa-
nue uau TBIII — uMeloT 1je/1bl0 06eCIIeYUTh OTTOK U3 BO-
poTHOM cucteMbl [61]. Yale Bcero ycTaHaBJHMBaIOT Me3eH-
TePHUKO-KaBaJbHbIH LIYHT C NOJUTETPAPTOPITUIEHOBBIM
CTEHTOM WJIM HCIOJb3YIOT ayTOTPAHCIJIAHTAT U3 APEMHOMN
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BeHbl. [Ipy runeprpodun XBOCTaTON AOJM 3Ty HpOLEeAypy
c/esaTh Jierye, 4eM NMOPTOKaBaJbHOE LIIYHTHPOBaHHE OOK B
60K. XMpypruyeckoe yHTUpoBaHUe HeadPeKTUBHO NPHU CO-
MYTCTBYIOLEM TPOM603€e HUXKHEMN N0JI0M BEHbI MU CUJIBHOM
CAaBJIEHUU HIDKHeH I0JIOW BeHbl yBeJHWYEHHOH IedyeHbI0.
B Takoli cHTyaquu HeKOTOpble ClelHaJUuCThbl BBINOJIHAIT
Me3eHTePHUKO-TIpeJicepJHOe WUJIN KaBa-NpeJcepAHOe MYyHTH-
pOBaHUe B COYETAHUH C MOPTOKABAIBHBLIM IIyHTHPOBAHUEM.
Xupypruyeckye IyHTb] He YBeJUYUIN BBLDKMBAEMOCTb NaliH-
eHTOoB ¢ CBK [62, 63]. 3T0, N0-BUAMMOMY, CBSI3aHO C BLICOKUM
YPOBHEM CMePTHOCTH, NmpucymuM TskesoMmy CBK, a Takxke
C BBICOKOH 4YacTOTOH AMCOYHKLMM MM TPOMOO3a LIYHTOB
[64-66]. C npyroii ctoponsl, ¢ TBIIII cBsA3aHa MeHbLIas 3a-
60J1eBaEMOCTb U CMEPTHOCTb, YEM C ONEePALUAMH, U 3TOT NOJA-
XOJ, JIOCTYyNeH y GOJIbIIMHCTBA MALMeHTOB € O6GCTpyKLUel
WJIY TSDKeJIbIM CTeHO30M HIDKHeH nmoJsiol BeHbl. HefjlaBHee ko-
oIepHpoBaHHOE PeTPOCNeKTUBHOE eBpolelickoe HccleloBa-
HUe, BKJo4aBliee 124 6osbHbIX CBK, KOTOPBIM BBIMOJTHUIN
TBIILL, nmokasaso OTJWYHYI0 1- U 5-7I€THIOI0 BBDKUBAEMOCTh
6e3 OTII (88 1 78 % cooTBeTCTBEHHO) [67]. 3TH pe3yabTaThI
MO/ TBEPAUJIO HeJlJaBHee NPOCNeKTUBHOE HccaefijoBaHue [53].
CTeHTbI C NMOKPbITUEM U3 NOJUTETPAPTOPITHUIEHA YyMEHb-
AT PUCK peluUBOB OOCTPYKLUU WM JUCOYHKLHU MO-
cne TBIII [53, 67]. Ognaxo TBII y 6onbHBIX CBK Tpe6yet
CreLMaJbHbIX HAaBBIKOB. [leicTBUTeNbHO, GoJee 4eM B 45 %
Cly4aeB MOXKET NOTPeGOBaThCsl TPaHCKAaBaJbHBIA IOAXOZ,
(mpsiMo#i MPOKOJT M3 BHYTPUIIEUEHOYHOM YacTU HIXKHeH Io-
JIOW BeHbI) 13-3a OJIHOTO TPOM603a NeYeHOUYHbIX BeH [67].

OTII npu CBK paeT Takylo ke BbDKMBaeMOCThb [68], Kak y
MalMeHTOB, KOTOPBIM U3Ha4Ya/IbHO BbinoJHsI0ch TBIII [67].
Bbicka3biBa/suCh NpeAnosioxkeHus, 4yTo npoBegeHue TBIIII
MOXeT OCJOXKHHUTE B 6yaymem OTII, eciu oHa notpebyeTcs.
OnHako B 6oJiee CBEXKUX UCCIe0BAaHUAX 3TO He NOATBEPAU-
Jock [67, 69]. Ilocne OTII BosmoxkeH penuguB CBK. YacTtota
3TOTO0 OCJOXXKHEHMS 3aMeTHO CHU3HWJ/ach 6Jiarojaps BBeje-
HHUIO paHHeH aHTUKoarylIsaHTHoH Tepanuu nocie OTII u mpo-
JIOJDKEHHIO 3TOT0 JIeYeHHs B NMOAJepKUBAIOLIEM pPeXUMe I0-
»KU3HEHHO. He MpoBOAST aHTUKOATYJISTHTHYIO TEPANHIO JINIIb
y TexX MalMeHTOB, Y KOTOPbIX TPOMOOTHYECKHE HapyLIeHUs
koppektupytoTcs: OTII (T. e. GOJBIIMHCTBO BPOXJEHHBIX
TpoMb6oduauit). CiefyeT TakXKe yYUTbIBATb eCTECTBEHHOE
TedeHue MII3 B neprof nocsie TpaHCNJIAHTaL UK.

HekoTopeiM nanuenTam c TsekeabiM CEK MoxeT nomoub
npsimMas OTII 6e3 npexpumectytomero TBIILI. Tem He MeHee Ha
CerofiHsl He CyILeCTBYeT HaJ|e’KHOT'0 MeTO0/1a, 103BOJISIOLETO
BBISIBUTb TaKUX MAaLUEHTOB [53, 67].

CuHdpom badda—Kuapu u 6epeMeHHOCMb

BepeMenHocTb y nanueHTok ¢ CBK nMeeT oT/IMUHBIA HCXOZ,
JUIsl MaTepy NpHU YCJIOBUY, YTO 60JIe3Hb XOPOIIO KOHTPOJIU-
pyetcs. Ucxon AJs iojja MeHee ONTHUMUCTHUYEH, HO, IO CO-
06111eHUsAM, TPYU 6epeMeHHOCTH, AocTUrLiel 20 HeJ,., TPOrHO3
JUIs pebeHKa OyzieT MpreMJIeMbIM, JaXKe IPUTOM 4TO B 76 %
CIy4aeB poAibl MPOUCXOAAT npexaeBpeMeHHo [70]. JleueHue
ABK cBfI3aHO ¢ BBICOKMM PHUCKOM HeBbIHALIMBAHUA U BPOX-
JIeHHBIX IOPOKOB pa3BuTHus [71]. [loaToMy AMarHOCTUPOBATb
6epeMeHHOCTb HY>KHO KaK MOXXHO paHbllle, C TeM YTOObI MaTh
nepenia Ha HMT [72] ¢ neproguieckuM MOHUTOPUHIOM aK-
TUBHOCTH aHTH-Xa.

IIpozHo3

HeMaJio nonsIToK 6b1J10 PeANPHUHATO, YTOOHI BBIAEIUTD Na-
paMeTpbl UM UX COYETAHUs], KOTOpble MOIVIU 6bI CTATh Npe-
AukTopamu nporHosa npu CBK [53, 62, 67, 73]. HecmoTps
Ha TO YTO BCe 3TH NPOTHOCTHYECKHE NOKa3aTeJu MOLXOAAT
JIJI1 OLleHKH BBDKMBAeMOCTH 6e3 TpaHCIJIAaHTALMU U BBDKHU-
BaeMOCTH 6e3 MHBAa3MBHOW TepanuH, UX TOYHOCTb OCTABJIS-
eT »KeJIaTh JIy4lllero B OTHOIIEHUH KOHKPEeTHbIX MalHeHTOB
B oBceJJHEBHOU npakTuke [74]. [Iporno3 CBK moxeT usme-
HUTbCA Npu pa3BuTuu [P wiu nporpeccupoBaHyy reMarTo-
JIOTHYeCKoro 3a60sieBaHuA.

Pexomendayuu

1. [dwnarHo3 CBK ctouT npegnonaratek y N060ro naumyeHTa ¢
CUMNTOMATUYECKUM UM 6ECCUMNTOMHBIM OCTPbLIM TG0
XPOHMYECKUM rnopaxeHuem neyvenu (Al).

2. [JonnnepoBckoe nccnegoBaHne — MeToA Bblbopa npuv av-
arHocTuke CBK. KT n MPT ncnonb3yloTcs ons noaTBepX-
neHusa guarHosa (A1).

3. T[pu oTpyuaTensHOM pesynbTarte Jiy4eBOW AMarHOCTUKN Y
naumeHTa ¢ cuibHbIM Nogo3peHnem Ha CBK cneayet no-
BTOPUTb NPOLeAyYpPY C ONbITHbIM paguonorom (A1).

4. TauyuweHTtoB ¢ CBK HanpaensioT B cneumanmanpoBaHHble
LeHTpbl (A1).

5. JleyeHune oCNoXHEHUN NOPTaNbHOM rTMNEPTEH3NN HAYNHA-
10T, Kak PEKOMEHA0BaHO npu umppose (C2).

6. B oTcyTCTBME MPOTUBOMOKA3aHWIA aHTMKOArynsiHTbl Ha-
3HayaloT Bcem naumeHtam ¢ CBK (A1). OcnoxHeHus
NOpTaNbHOM TMNEPTEH3NN NPU aJEeKBATHOM JIEYEHUU HE
ABASIOTCA MPOTMBOMNOKA3aHMEM A8 aHTUKOArynsiHTHOM
Tepanuu (B1).

7. TMpu npoBegeHun nOOON WHBA3MBHOW MNpouenypbl,
BKJIIOYAA MapaueHTe3, cnefyeT BPEMEHHO MNPeKkpaTuTb
aHTUKOArynsHTHyio Tepanuio (B1).

8. AHrvonnacTtvka uam CTEHTUPOBAHNE — OEKOMMPECCUOH-
Hasi npoLieaypa Bbibopa y NauMeHToB CO CTEHO30M KOPOT-
KOW NEYEHOHYHOM BEHbI NN HUXXHEN NONOoK BeHbI (AT).

9. Takue nauneHTbl TPebyIoT TLLATENBHOMO HABGMIOAEHNS, YTO-
Obl BOBPEMS BbISIBUTb YXyALLeHWE DyHKUMW nevenn. Ecnn
HayasibHaa Tepanus He MOMOraeT, Kak M aHruorniactuka
W CTEHTUPOBAHNE, NCMONBb3YIOT BTOPUYHbBIE MOPTasIbHbIE
Metogpl (A1). TpaHCHIOryISPHOE BHYTPUNEYEHOHHOE Mop-
TOKaBaJIbHOE LUYHTUPOBaHWE C UCMOJIb30BaHWEM CTEHTOB
C NoAUTeTPadpTOPITUIEHOBLIM MOKPLITUEM — BTOPUYHBIN
meTog, Bbi6opa (A1). Ecnv TBILL HEBO3MOXHO Mnn He no-
MOraeT, BO3MOXHO XMPYprnyeckoe wyHTuposaHue (B1).

10. TpaHcnnaHTauMIO NeYEeHN BO CnaceHne npepjaraiot Tem
nauveHTam, KOTOpPbIM HE MOMOMN 1 BTOPUYHbIE METOAbI
neyvenus (A1). Mocne TpaHcnnaHTauuy nevyeHn 6oNbLINH-
cTBY naumeHToB ¢ CBK no-npexHemMy TpebyeTcs aHTMKoa-
ryngaHtHasa tepanua (B1).

11. Heo6xoaMmo NpoBOAMTb CKPUHWMHI naumeHToB ¢ CBK Ha
FUP. Paznnunutb OOOPOKAYECTBEHHbLIE U 3/10KA4ECTBEH-
Hbl€ y3/bl B MEYEHN 04EHb CJIOXHO 1 MOXET NoTpeboBaTb-
CSl HarNpaeJfieHME B Cneunann3npoBaHHble LeHTpbl (A1).
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OcTpblii TPOMG03 BOPOTHOM BeHbI (He CBA3aHHbIH
C IUPPO30M M 3/10Ka4eCTBEHHBIMHU
HOBOOGpPa30BaHMSIMHU)

OnpedesieHue u pacnpocmpaHeHHOCmby

[Tox octpbiMm TBB nmonuMarnT HelaBHO CHOPMHUPOBABUINNCS
TpoMO B BOPOTHOU BeHe U /WJIM ee IPaBOH JINGO JIeBOH BETBHU.
TpoM6 MOXKeT NPOCTUPATBCA B GPbKEEUHYIO0 UJIN CeJle3eH0U-
HY0 BEHY; O6CTPYKIUS MOXKET ObITh MOJHON MM YaCTUYHOM.
Mp1 6yzeM o6cyxzaaTh ocTpblii TBB, BO3HUKIIMK B OTCYT-
CTBHUE 3JI0KaYeCTBEHHOr0 HOBOOGPa3oBaHUA U LUppo3a [54,
75]. Octpeiii TBB MoxeT Tak»ke pa3BUBAThCA ¥ MALUEHTOB C
JUINTEJbHON O6CTPYyKIMeNH JacTel BOPOTHOM BEHO3HOM cHU-
cTeMbl [76].

Kaunuueckasn KapmuHa

[lo faHHBIM NPOCNIEKTHUBHBIX [3] U PeTPOCIEKTUBHBIX HCCIe-
JoBaHuit [40, 77, 78], y 90 % nanueHTOB c ocTpbiM TBB B03-
HUKaeT pe3Kast 60/1b B xuBoTe. CHHIPOM CUCTEMHOI0 BOCIMa-
JIeHHs1 UMeeT MecTo y 85 % MalMeHTOB C AUarHO30M OCTPOro
TBB B oTyiM4Me OT MECTHOU WUJIM CUCTEMHON MHOEKIHH, KO-
Topas oTMeyaeTcss y 20 % 3THUX GOJIbHBIX. Y 3HAYUTENbHOU
JI0JIM TTALMEHTOB BO3HMKAIOT TOJIBKO JIETKHe Hecnenudude-
CKHe CUMIITOMBI, o3ToMy auarHo3 TBB He nmpepnonaraerca
Y CTaBUTCS TOJIbKO Ha CTaAiM KaBepHO3HOU TpaHCPopMaLum.
BroxuMuyeckre nokasaTteu QyHKI MU Te4eHU JTU60 He MeHs-
I0TCS1, INOO MEHSIIOTCS HE3HAYUTEJBHO U ObICTPO MPUXOJAT B
HOPMY. ACIIUT IIPUCYTCTBYET y MOJIOBUHBI NALlUEHTOB; B 60JIb-
IIMHCTBE CJIy4aeB OH BUJEH TOJIBKO IPU JIy4€eBOM HCCJIe0Ba-
Huu [3]. Biarofapsi ycuaeHUI0 HACTOPOXKEHHOCTH U JIOCTYTI-
HOCTH YYyBCTBUTE/JbHbIX HEMHBA3WBHbIX JIy4eBbIX METOJ0OB
HCCJIe[JOBaHUS AUAarHO3 06CTPYKLMM BOPOTHOM BEHbI CETOAHSA
CTaBUTCSA B ocTpoii ctaauu B 50-70 % cuydaes [76, 78].

Teuenue u ucxoowl

WHbapKT KHIIEYHHKA — CaMO€ ONacHOEe SKCTPEHHOE OCJI0XK-
HEHHEe OCTPOro TpoM603a BOPOTHOH M OpbDKEEYHOH BEH;
CMEPTHOCTb NpH 3TOM Jocturaet 60 %. Moxet noTrpe6o-
BaTbhCsl OOLIMPHAs pe3eKLHs KULIEYHUKA C PUCKOM CHHJPO-
Ma KOPOTKOM KuIlIkH [79-82]. B HacTosee BpeMs Ha ¢poHe
JIe4eHHUs] aHTHUKOAryJssHTaMH 4acToTa MH(apKTa KULIEYHHU-
Ka cHu3MIach 10 2-20 % [3]. Y nauueHTOB, He NOJyYaoMKUX
AHTHUKOArY/JISHTHOM Tepanuy, CIOHTAHHOE BOCCTAHOBJIEHHE
MPOXOAMMOCTH BeHbl NP cuMnToMatudeckom TBB ciyyaer-
CS1 JIMIIb B UCKJIIOUUTENBHBIX Cly4dasax [83].

JvarsHoctuka uHGapKTa 6pbDKeHKH, BI3BAHHOT'O TPOM-
6030M, 3aTPYJHEHA, T. K. KIMHUYECKHE, OMOXUMHUYECKHE U pa-
JIMOJIOTHYECKHEe ero NposiBJeHus HecnenupuuHbl. CToiikast
CUJIbHAsA 00JIb B XKUBOTE, HECMOTPS Ha aHTHUKOATYJIHTHYIO
Tepaluio, OpraHHas HeZJOCTaTOYHOCTb (110K, ToYeYHas HeJo-
CTAaTOYHOCTb, META00JINYECKUH allK/103, TOBBILIEHNE YPOBHS
JIaKTaTa B apTepHaJbHOM KPOBH), BEIPaXKEHHBIN aCLIUT U KPO-
BOTEYEHHE U3 NMPSIMOM KULIKH — BCe 3TO yKa3blBaeT Ha HH-
dapkT [79-82]. B HejaBHeM HcC/eJOBaHUU eJUHCTBEHHBIM
baKkTOpOM, HE3AaBUCHMO CBSI3aHHBIM C pe3eKIHel KULIeYyHH-
Ka, ObLJ caxapHbIi AuabeT [84].

Juaznocmuka

JlonnepoBcKoe HcceloBaHUe — OOBIYHO IepBast JiydeBast
npoLeAypa, KOTOPYIO NIPOBOAAT MallUeHTY € 60JIbI0 B )KUBOTe.
OHO MOXeT BBIIBUTb OTCYTCTBHE TOKa KPOBU 110 BOPOTHOM
BeHe. Ho runepsxoreHHOro TpoM6a B MPOCBETE BEHBI MOXKET
He OBITH [43, 85]. [lonmiepoBcKoe uccaeoBanve U MPT nme-
10T MEHbILYI0 YyBCTBUTEJbHOCTD, yeM KT. Ycnex fonmniepos-
CKOTO MCC/Ie[lOBaHHUsI 3aBUCUT OT OIbITA U HACTOPOXKEHHOCTH
oneparopa [43, 85]. /luarHos U NpOTSKEHHOCTb OCTPOH 06-
CTPYKLUHU BOPOTHOM BeHbl AOJLKHBI ObITh NOATBepKAeHbl KT
u/unu MPT c koHTpacTupoBaHueM. Bo nsbexxanue omm6ok
JleJlaTb CHUMKH 0063aTesIbHO HYXXHO B IPaBUJIbHOE BpeMs
(B BopoTHy0 ¢a3y). CHUMKH, NOJyIeHHbIEe B MO3JHIOK ap-
TepuaabHy0 $asy, He roaTcs Ajas AuarHoctuku TBB. Bosee
TOro, B C/Iy4asix MeJlJIEHHOI'0 TOKa B BOPOTHOM BeHe npu KT
BH/IHA 33/lepKKa MOCTYIJIEHUsI KOHTpAcTa B BOPOTHYIO BEHY,
YTO BBIMIAAUT KaK JlepeKT HaNlOJTHEHUA U MOXKET NPUBECTH K
JIO)KHOMY JIMarHo3y TpoM603a [86].

Cuumok KT B BopoTHO#H ¢ase mokasbIBaeT OTCYTCTBHE
BUUMOTO NIPOCBETA, YTO 0O3HAYaeT HaJu4Yue TpoMba B BOPOT-
Holl BeHe; KT mpefocTaB/sieT AONOJHUTENbHYI0 UHPOpPMa-
LIMIO O NPOTS>KEHHOCTH TpoMb6a K 6pblkeedHO! BeHe U AiyraM,
HaJIMYUHM MECTHOro $aKTopa, 3aCTOsl WM HIIEMHH KHLIey-
HUKa. /lucTagbHblii TpoM603 (06CTPYKIMA BEeTBEH BTOPOTrO
Mops/IKa BepXHeH 6pbhKeevHO BeHbl), aHOMaJIMK Pa3BUTHUSA
KHMIIeYHHKa (TOMOreHHOe WJIM TeTeporeHHoe YTOJIleHHe
CTEeHKU C MOBBIIIEHHOW WM NOHMKEHHOHW peHTreHOBCKOM
IJIOTHOCTBIO, pacCllMpeHHe, aHOMaJIbHOe yCUJIeHHe CTeHKH
WJIM er0 OTCYTCTBHE) WM OpbDKENKH, NepeKpyT OpbDKeHKY,
BBIPpQXEHHBIN aCLUT, MTHEBMATO3 U a3 B BOPOTHO! BeHe vale
Hab6JII0OAI0TCA Y MallMeHTOB, KOTOPBIM NOTpPebyeTcs: pe3ek-
L[Msl KUIIeYyHHKa [84].

UccnepnoBanuii gautenbHocty TBB HemHoro. CBexui
TPOM6 — 3TO TPOMO, IPU KOTOPOM BO3HUKAET 60Jb B )KUBO-
Te W/WJIU CUHAPOM CHCTEMHOIO BOCIAJHTEJBHOIO OTBETA.
CIOHTAHHBIA CBEPXIJIOTHBIA TPOMO B MPOCBETE BOPOTHOH
BeHbl, BUAUMBIN npu KT 6e3 ycuieHus1, MOXET yKa3bIBaTb
Ha TO, YTO TPOM6O3 C NMOsIBJIEHUEM CUMIITOMOB CIY4UJICS Me-
Hee 30 gHelt Hazaj [43]. Takxke MOXeT MOMOYb OTCYTCTBUE
BOPOTHOM KaBepPHOMBI, XOTsI KaBepHOMa MOXKeT He pa3BUThb-
cs IPY OZAHOCTOPOHHEH 06CTPYKLMH BETBU BOPOTHOH BEHHBIL.
KaBepHOMy MOHO BBISIBUTB B TeueHHe 15-30 fHel c MOMeH-
Ta SIBHOTO Havasia 60Jiu B »xuBoTe [43]. Bosiee Toro, ocTphIit
TPoM603 MOXET HaKJIaZ|bIBaTbCs HA JJIMTEJbHO CYLIeCTBYIO-
11y10 KaBepHOMY.

Y B3poC/IBIX NAaLMEHTOB YacTO HUMET MeCTO CONYTCTBYIO-
I[Me NPOTPOMOOTHYECKHE HApYLIEeHUs] U MeCTHble GaKTOPHL.
JTH HapylleHWs BO MHOTOM ONpeJlesIFI0T UCXO, U MOTYT IO-
TpeboBaTh crenuduueckod Tepanuu (cM. paszgen 1). Y pereit
MOUCK 3THOJIOTHYECKOro GaKTopa HUYEero He AaeT WU ITOKa-
3bIBaeT TOJIbKO CJ1a6yI0 O6ILY0 CKJIOHHOCTb K TpOoM6006pa-
30Banuto [87].

JleueHue

Llesb siedeHus npu octpoM TBB: 1) mpefoTBpaTUTh yJJIU-
HeHUe TpoMba [0 OpbDKEEYHOH BEHBbI M, COOTBETCTBEHHO,
MHQApPKT OpbhKeeuyHOH BeHbI; 2) AOGUTHCS BOCCTAHOBJIEHUS
MpOCBeTa BOPOTHOH BeHbI (puc. 2) [43, 85].
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AHmukoazynasiHmul

B HejaBHEM INPOCNEKTUBHOM HCCIE[0BAaHUU YAJHUHEHHE
TpoMba yjajoch NpeJOTBPAaTUTh Y BCeX MAIMEHTOB, KOTO-
pPbIM DaHO HAa3HAYWJIM AHTUKOAryJAsHTHY Tepanuio [3].
OrpaHuyeHHbIH HHOAPKT KULIEYHUKA HabJII0ajiCcsl TOJIbKO B
2 u3 95 ciyyaes, XoTs y 60 % nanveHTOB TPOMO03 U3HAYAb-
HO 3aXBaTblBaJl BEPXHIOIO OpbhKeeyHyI0 BeHy. bosiee Toro,
BOCCTaHOBJIEHHE NPOXOAUMOCTH BOPOTHOH, Cesle3eHOYHOH U
BepxHel 6pblkeeyHOM BeH 6b110 AocTUTHYTO Y 39,80 1 73 %
NaleHTOB, MOJy4YaBLUIMX aHTHKOATYJ/ISIHTbI, COOTBETCTBEHHO.
BoccTaHOB/IEHME TPOXOAUMOCTH BOPOTHOH BEHBI HE TPOU30-
IIJIO HU Y OZIHOTO MaljMeHTa paHee 6 MeC. aHTUKOArY/IsTHTHOH
Tepanuy. JTUMHM JAHHBIMHU He3aBHCHMO IOATBEPKIAITCS
pPeTPOCIEeKTUBHBIE HCCJAE[0BaHUs, OrpaHHYEHHble OJHUM
neHTpoM [3, 40, 77, 78]. KpoBoTeueHue Ha poHe aHTHKOA-
TyJAHTOB UMeJso MecTo y 9 % nauueHToB. CMEPTHOCTD CO-
craBuia 2 % U He OblIa CBSI3aHa ¢ KpoBoTeyeHHeM uiu TBB
[3]. U3 ucxonubIx GaKTOPOB C OTCYTCTBHEM peKaHa/IU3aLUU
BOPOTHOM BeHbl OblJIM CBA3aHbl OOGCTPYKLUA CeJe3eHOYHOH
BeHbI, acuuT [3] ¥ o3/ Hee HayaJI0 aHTUKOATYJISTHTHOH Te-
panuu [77]. 9TH AaHHBIe TPeOYIOT NOATBEPKAEHHUS B JPYTUX
KOTropTax.

B 60JIbLIMHCTBE NMpeAbIAYLIMX UCCJIe0BAaHUH B OCHOBE
AHTHUKOAryJssHTHON TepanuH Jiexas IJIaBHbIM 00pa3oM He-
¢dpakiponupoBaHHbid remapud (HOT) wiaum HMI nau6o ux
NPOM3BOAHbIE B TaK HA3bIBAEMBIX BLICOKHUX TepameBTHYe-

Bornb B X1BOTE 1 CUCTEMHOE BOCnaneHne
n/vnn TpoMmbounmyeckmin akTop

|

MopTBepauTe octpbii TBB ¢ nomoLubio
KT c koHTpacTupoBaHuem u 6e3, npegynpeavs
paguonora o nogospeHun Ha TBB

!
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HayHute BBeaeHne HMI
[Mpu centuyeckom Tpombodredbute
nobaBbTe aHTMOVOTUKM
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v
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* HeCMOTPS Ha aHTMKOArynsiHTHy0 Tepanuio,
coxpaHsieTcsi cunbHas 6onb B XKMBOTE
* pasBMBaETCsl OpraHHasi He4OCTaTO4YHOCTb
* TOSIBMSIETCS KPOBOTEYEHNE U3 NMPSIMOW KULLIKA

v v
Oa Het
v v

O6cyauTe ¢ onbITHBIM
XVPYProm BO3MOXHOCTb
3KCTPEHHOW flanapoToMun

1. TwaTenbHo Habnogante
3a nauueHToM

2. 6 Mec. aHTMKOarynsiHTHOM
Tepanuu ¢ KymapuHoM

Puc. 2. [IpeanosiaraeMblii aJITOPUTM JIeYeHUsI OCTPOro TPoM603a
BOPOTHOM BeHbI

CKHX fo03ax. B GsmkaiineM IPOCNEKTUBHOM €BPONEHCKOM
uccaenoBanuu HOI' u HMI ucnosb3oBanucek y 25 u 65 %
NalMeHTOB COOTBETCTBEHHO [3]. B 60/bLIMHCTBE HCCIef0-
Bauud HMTI 6b11 3ameHeH Ha ABK ¢ nenabio goctuyb MHO
2,0-3,0.

[enapuH-UHAYLMpOBaHHAasA TPOMOGOLUTONEHUS OGHApY-
xuace noyTu y 20 % 6osbHbIx TBB, mosyyaBmux HOT, uto
3HAYUTEJbHO NPEBBIIIAET ee YacTOTy y nanueHToB 6e3 TBB
[88]. Y manuenToB, nosydaBuiux HMI, yacToTa, no-BuanuMomy,
HUXe.

Tpom60o.1u3uc
MecTHBIH TpPOMGOJIM3UC — BEHO3HBIH WM apTepHasb-
HbIH — mnpoBoauicad He 6osee yem 100 manueHTaMm, U

B OCHOBHOM 3TO ObLIM ONHCAaHUSl OTAEJbHBIX CJy4aes.
Hcnosib30Bajicsl TPaHCIEYEHOYHbIH HJM TPAHCBIOTYIISIp-
HbI gocTyn. YacToTa pekaHa/JW3aLMM, 1O COOGIIEHUAM,
OblJ1a TAaKOH ’Ke, KaK NPH UCIO0JIb30BAHUH TOJBKO aHTHKOA-
IYASSHTHOW Tepanuu. OJHAKO y MOJIOBHUHBI IPOJIEYEHHBIX
NalMeHTOB Pa3BUJIOCh CUJIbHOE KPOBOTeYeHHUe, CBI3aHHOe
C IpoLEeLypOH; Y HEKOTOPBIX OHO MUMEJIO CMEPTEJIbHBIN HC-
xoz [58, 89, 90]. TpaHCBIOTYISIpHBIN AOCTYI IPU TPOMOOJIU-
3HCe, I0-BUAUMOMY, 1aeT MeHbllIe OCJOXXHEHUH, HO JaHHbIe
NoKa orpaHuyeHbl Bcero 30 mpoJsieyeHHBIMH NalMeHTAMHU
[91, 92]. [Ipn xupypruyeckoid TpOMOGIKTOMUU peKaHaIU3a-
uus gocruraetcs Toabko y 30 % nauueHToB. [IpoBeseHue
ee 6oJiee yeM yepe3 30 AHEeH OT HayaJa CBSI3aHO C BbICOKOH
yacToTo! peuuguBoB [93]. HepaBHO nokasaHo, 4TO 6a/I0H-
Hasi aHI'MOIJIACTUKA U/WJIM YCTaHOBKa CTeHTa 6e3 TpoM6o-
Jn3rca 1160 TPOMOIKTOMUU MOTYT ObITb 6€30MaCHBIM U
3¢ PeKTUBHBIM METOJOM NPU MOCTONEPALHOHHOM TPOMOGO-
3e OCHOBHOM BOPOTHOM U BepxHel GpblKeeuHOU BeH [94].
[TOCKOJIbKY /10JITOCPOYHBIH NPOrHO3 y NALMEHTOB C XPOHHU-
yeckuM TBB B nesiom xopomuit (5-eTHSIST BBKMBAeMOCTb
Bbile 70 %) ¥ B OCHOBHOM 3aBHMCHUT OT CONYTCTBYIOIIHX
6o/1e3Hel, He0OXOAMMO YYUTBIBATb COOTHOLIEHHE MEXIY
PHCKOM M NMpeuMyLieCTBaMU TaKUX WHBA3WBHBIX NPOLEAYP
[95].

Aumubuomuxu

Eciu puarHocTupoBaH cenTHYecKUd nusedse6UT, Heo6Xo-
JMMO JIJINTEeJIbHOE JieYeHHe aHTUOUOTUKAMH, JeHCTBYIOIIH-
MU Ha BblJle/IeHHble 6aKTepHUH WK aHaspobHyto ¢uopy XKKT
[96].

IIpozHo3

PexaHa/M3alMy BOPOTHOH BEHBI CJeJYyeT XAAaTh B Ipe-
Jleslax 6 Mec., TOrZa KaK MPOXOAUMOCTb GpbDKEEYHOU U
ceJle3eHOYHOM BeH MOCTENEeHHO yJsydyuaeTtcs Ao 12 Mec.
HabogeHus [3]. Y 55 % manueHTOB, He JOCTUTILIMX pe-
KaHaJ/IU3alluK, Pa30BbETCA BAapUKO3HOEe pacCllMpeHHe BeH
MUIIEBOAA U JKeJyJIKa BO BpeMsl HaOJIIOJIEHUs C 2-JeTHEN
aKTyaJIbHOU BEPOSITHOCTbIO KPOBOTEYEHHS] U3 BAPUKO3HO
pacuiupeHHbIX BeH 12 % u acuuta — 16 % [77]. Taxenas
noprajbHasi 6GUIMONATHs, OOHApyXeHHast NpPH JIyYeBbIX
uccae0BaHuAX, pasBuaack y 30 % ManueHTOB C OCTPBIM
TBB B TeueHue roaa [97].
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Pexomendayuu

1. B03MOXHOCTb OCTPOIi 0BCTPYKLMIM BOPOTHOW BEHbI CNIEAYET
MMeTb B BUAY Y Nt060oro nauneHTa ¢ 60sbto B xunsote (A1).

2. [lonnnepoBCcKOe NccnenoBaHve — MeToz, Bbibopa npu am-
arHocTtumke ocTporo TBB. ns noareepxneHns pesynbrara
1 OLLEHKM NPOTSXKEHHOCTM TPOoMOa npumeHsieTcs KT (A1).

3. Heobxooumo ycTaHOBUTb MAW UCKIOYUTBL LMPPO3 nbo
0bnuTepupyloLLyio NnopTanbHyio BeHonatuio (C1).

4. CnepyeT Npeanonoxutb MHOAPKT KMLWEeYHVKa Y NauueH-
TOB CO CTOWKOW CUIbHOWM 60JIbI0 B XWBOTE, KPOBOTEYEe-
HUEM M3 NPSAMON KULIKW, YMEPEHHBLIM VAN BblPaXKEHHbIM
acuuToOM WAW NOIMOPraHHOM HefoCTaTOYHOCTLIO. Takue
naumeHTbl TPeOyIoT TWATEeNbHOro HabnaeHns, YTOObI He
NPONYyCTUTb NPU3HaKku yxyawenus (B1).

5. B oTcyTtcTBUE CEPLESHBIX MPOTMBOMNOKA3aHNN HEMELEH-
HO HAYMHAIOT aHTMKOAryNaHTHYIO Tepanuio HMI™ (A1).

6. [laumeHToB ¢ BHE3aMHbIM HEOOBACHUMbBIM NaAEeHNEM HUC-
na TpomboumToB > 50 % unu Huxe 150 x 10%/n cnenyet
NpoBepuUTb Ha renapuH-MHAYLMPOBaHHYIO TPOMOGOLMUTO-
neHuio, ocobeHHo ecnu npumeHsncs HP (A1).

7. CornacHo pekomMeHgaumsMm rno TpomM603ambonnyecknm oc-
JIOXKHEHUAM, Ha4YMHaTb NedyeHve cnegyet ¢ HMIT; pononHm-
TEJIbHO Y NMaUMEHTOB C OXMPEHNEM, GEPEMEHHOCTLIO, HapYy-
LeHneM GyHKUUN noYek HeobBXoAMMO OTCNEXMBATbL akTUB-
HOCTb aHTU-Xa, fo6MBasich LeneBoro ypoBHs 0,5-0,8 ME/mn
(A1). ABK BHYTpb NPUMEHSAIOTCS ANSA ASIUTENBHOM aHTUKOA-
ryNsHTHOW Tepanuu ¢ Lenbto goctnis MHO 2,0-3,0 (B1).

8. AHTMKOArynsHTHYIO TEpanunio Hy>KHO NPOAOXKATb NO Kpan-
Heli mepe 6 mec. (A1).

9. YT106bl OLEHUTL PEKAHAN3ALMIO CUCTEMbI BOPOTHOW BEHBI,
yepes 6-12 mec. HabnogeHus ncnonbaytot KT (B1).

10. BaxHO He NponycTUTb BapUKO3HOE PacCLUMPEHME BEH M-
LEeBOAA U XeNyaka y NauneHToB, Y KOTOPbIX pekaHann3a-
umsa He nponsowna (A1).

11. Y naumeHToB CO CTOMKUM XONeCTa30M MV HAPYLUEHNAMU
CO CTOPOHbI XEYHbIX NyTEN, KOTOPblIE MOryT yKa3biBaTb
Ha nopTanbHyl Gunnonatuio, cnepyeTr nposect MPT-
xonaHruorpadwio (B2).

BHeneyeHOYHas 0GCTPYKL M BOPOTHOMN BEHbI
(He cBA3aHHAaA C HUPPO30OM H 3/I0Ka4YeCTBEHHbIMU
HOBOOOPa30BaHMSAMHU)

BHeneuyeHouHass o6CTpyKnus BOopoTHOH BeHbl (BOBB) pas-
BUBAeTCs IO TpPeM MeXaHHW3MaM: I[popacTaHHe 3J0Kaye-
CTBEHHBIM HOBOOGpa30BaHHEM (4acTO Takoe COCTOSIHME He-
BEPHO Ha3bIBAIOT 3JI0KAYECTBEHHBIM TPOMOO030M); Cy)KEHHE
BOPOTHOH BeHbI, OKPYKEHHOH 3/10Ka4eCTBEHHON ONYXO0JIbIO;
TpoM603. [IpopacTaHue 3/10KayecTBEHHbIM HOBOOGpa3oBa-
HUEM M CyXeHHe BOPOTHOH BeHBI 3/1eCb 06CYXAaTbCsA He 6y-
AyT. [locsie ocTporo TpoM603a B OTCYTCTBHE PeKaHATU3ALNHN
POCBET BOPOTHOM BeHbl 06JUTEPUPYETCs U GOPMUPYIOTCS
HOPTO-NOPTaIbHbIE KOJJIATEPAIU. ITOT NPOL,ECC HA3bIBAETCS
KaBepHO3HOU TpaHcdopMaLuell BOPOTHOU BeHBI, B pe3yJib-
TaTe 06pa3yeTcs NOpTaJbHAasA KaBepHOMA, [T0JIHOe Pa3BUTHeE
KOTOpOM 3aKaHYMBAETCsA Yyepes3 napy MecsleB [0C/Ie OCTPOro

TpoMm603a. [loo6HOe cocTosiHME paHee HAa3bIBAJIM XPOHHUYE-
ckuM TBB, HO 3TOT TepMUH He CTOJIb TOYEH, KaK KaBepHOMa
WM KaBepHO3Hasl TpaHchopMmanus. B HacTosiiee BpeMs
HUJYT 0OCYX/JIeHUs], MOXKET JIM MOpTaJbHasi KaBepHOMa Gop-
MHPOBAThCS He U3-32 TPOMO03a. Y JleTeil MOUCK 3THOJIoTHYe-
ckoro ¢aKkTopa HHYero He Jaj WM MOKa3bIBaJ TOJBKO CJa-
6yI0 06IIYI0 CKJIOHHOCTB K TpoMboo6pasoBaHuio [98]. Eciu
KaBepHOMY 0GHapPY>KUBAIOT y peOeHKa B OTCYTCTBHE OOIIUX U
MeCTHbIX GaKTOpPOB TPOMG03a, HeJb351 UCKJIIOYUTh BPOXK/IE€H-
HbIH MOPOK Pa3BUTHUS, HO AAHHBIX B M0JIb3y 3TON TMIIOTE3bI
noka HeMHoro [98].

KauHuveckas KapmuHa

JaHHble 0 nangueHTax ¢ BOBB, He cBsi3aHHOM € IUPPO30M KU
paKoM, U3BeCTHbI U3 KOPOTKHUX MPOCHEKTUBHBIX HUCCIel0Ba-
HUH N0CsIe OCTPOro TpoM60o3a [3] MM U3 peTPOCIEeKTUBHBIX
KOTOPTHBIX MCCJIe0OBAHHUH, B KOTOPBIX MallMeHThbI MOJIy4aan
passuuHble BUABI JedeHus [40, 42, 76, 99]. Braromaps no-
BbILIEHHIO0 YYBCTBUTEJbHOCTH HEMHBA3UBHBIX JIyYeBbIX Me-
ToJ0B AuarHo3 BOBB Bce yallle cTaBUTCS Ha paHHEN cTaguu
octporo TBB [40, 42, 76, 99]. [lopTasbHast runepTeH3us U
kpoBoTeuyeHue U3 XKKT cranu peAKUMH CUMIITOMaMH, Ha060-
POT, Yale cJy4yaliHO 0OHAPYKUBAIOT YBeJUYeHHe Cesle3eHKY,
CHM)KeHHE 4YMCJIa KPOBAHBIX KJIETOK, BApUKO3HOE paciiupe-
HUe BeH INMILEBOJA M >KeJyAKa, racTponaTHUio, BbI3BAHHYIO
NOpPTa/JbHOM ruNepTeH3Uel, UM OPTOCHCTEMHbIE KOJLIaTe-
paJii Ha CHUMKe 6prolHoi nosoctu [40, 42, 76, 99]. TsxkecThb
NOPTAJbHOHW rUNePTEeH3UH 06BIYHO KOHTPACTUPYET C JIETKHU-
MU GHOXMMHUYECKUMHM U3MEHEHUAMH HJIM UX OTCYTCTBHEM C
HOPMaJIbHOM aKTHBHOCTBIO aMHUHOTpaHcdepas, L[eJOYHOH
docdaTassl 1 y-riyTaMmuaTpaHchepasbl. Y HEKOTOPBIX MaliH-
€HTOB MOTYT BO3HHUKATb 60Jb B »KMBOTE N1OCJIe TpHeMa MULIU
WJIM NIPU3HAKU HeNOJIHOM KHULIeYHOHW HeNpOXOAUMOCTH, Bbl-
3BaHHOU UIIeMUYeCKUM CTeHO30M. Pexxe Hada/lbHbIE CUMIITO-
Mbl CBfI3aHbI C TMOPa)KEHUEM KeJYHbIX NyTel (medyeHOYHas
KOJIMKa, TAHKPEaTHT, X0JIE[[UCTHT), BbI3BaHHBIM [TOPTATbHON
XOJIaHTHOMATHeNR — COCTOSIHHEM, IPU KOTOPOM NPOUCXOAUT
cAaBJieHHe U AedopMalUs BHYTPU- U BHENeUeHOYHBIX XKeJTd-
HBIX IPOTOKOB KOJlJIaTepa/bHbIMUA BEHAMHU B COCTaBe KaBep-
HoMBl. [Iporpeccrupyomuit xojecTas UiA pelUANBUPYIOLINI
6GaKTepHaJbHbIN XOJIAHTUT — peJiKoe SBJIeHUE Y NallUeHTOB
C IOPTa/IbHOH X0JIaHTHOoNaTHeH [42, 76, 99].

Hcxooul

Camoe 4acToe OCJIOXXKHeHHe — 3TO KpoBoTedeHHe u3 JKKT,
BbI3BAaHHOE MOPTa/IbHON runeprtensuen [40, 42, 76, 99], 3a
KOTOPBIM CJeAyeT pelujuB TpoM6o3a (rJ1aBHbIM 06pa3oM,
B BeHax BHYTpPeHHUX opraHoB) [40, 42, 76, 99]; pexxe BcTpe-
YalTCS OCJ0XKHEHUSI CO CTOPOHBI »KenuHbIXx myTeid [100].
BeccumnTomubll penuauB TBBO HepooleHuBaeTcs, U ero
peasbHasd KJWHHYecKas 3HAYUMOCTb TpebyeT H3y4YeHHS.
AcuuT, 6akTepranbHble HHOQEKIMY U sIBHas 3HLedasonaTus
pa3BUBAIOTCS peJKo, 3a UCKJIYeHHEeM Iepuoja 1ocje 3Mu-
30za kpoBoTedeHus: U3 XKKT [101]. CyGkauHUYecKasi 3HLe-
dasonaTus, Mo-BUAMMOMY, pacIpoCTpaHeHa HAMHOTO LIUDpe,
4yeM mpearnoJaraaoch padee [102]. Y geTel cyliecTByeT elje
oJHO crienuduyecKoe nocjaeACcTBre — 3aJepxkka pocta [103].
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KiinHu4yeckue pekoMeHJaluu

MoryT pa3BuBaTbCA KpyIlHble pereHepaTHBHbIe Y3Jibl, HO
o caydasx I'lIP moka He coob6masock [104]. [lokasaHo, 4yTO
kpoBoTedeHue U3 JKKT B aHaMHe3e U pasMep BapUKO3HBIX
pacliMpeHUi BeH MULIEBOJA SBJSIOTCA MPeIUKTOpPaMU HO-
Boro kpoBoTeueHUs1 U3 JKKT [40, 42]; cKJIOHHOCTb K NOBBI-
LIeHHOMY TPOM06006pa30BaHUI0 — MPEAUKTOPOM pelurBa
TpoM603a [40, 42]; pacuiMpeHHe CETMEHTOB KeJTYHBIX TPOTO-
KOB — OCJIO)KHEHUH CO CTOPOHBI XKeJYHbIX nyTeh [97]; BO3-
pacT, acuT, JJIMHA BepXHel OpbDKeeuyHOU BEHbI U TSXKECTb
CONMYTCTBYWIIUX 3a60JieBAaHUNH — HNpeJUKTOpPaMH CMepPTH
[40,42,76,99].

JluazHocmuka

O Bo3moxkHOoCcTH BOBB ciiepyeT nogyMaTh y naydeHTOB C IOP-
TaJIbHOM runepTeH3ued Ui ruiepCcraeHu3MoM; Y MallueHTOB
¢ 3a60J1eBaHUSIMY, CBSI3aHHBIMU ¢ pruckoM TBB (o61mue: 310ka-
yectBeHHble MII3, aHTH(OCHONMMIUAHBINA CUHAPOM, BPOXK/EH-
Hble TPOMOGOUINIECKHE COCTOSIHUS; MECTHbIE: TIaHKPeaTHT,
JVBEPTUKY/IUT, BOCHIAJIUTE/IbHbIe 3a00J1€eBaHUS KHIIEYHUKA);
y NaLMeHTOB C 6OJIbIO B )KUBOTE U NALMEHTOB C 3260JI€eBaHU-
SIMU KeJIYHBbIX NyTell. Pexxe 0 TakoM JAHarHose MPUXOAUTCS
ZyMaTb B CUTyalluy, HAalOMUHaLlel JeKOMIIeHCHPOBaHHbIN
Uppo3 (sHIedasonaTvs, U/WIN acluT, U/UId 6aKTepHUaib-
Hast UHQeKnus).

JlnarHo3 BOBB ocHOBbIBaeTci Ha JAaHHbBIX JONIJIEPOB-
ckoro uccienoBaHust U KT (Ha ropusoHTaJbHOM cpe3e) WIu
MPT ¢ KOHTpacTUpOBaHUEM, MO3BOJISIOLMM BUAETb COCYAbL.
Pelarolee 3HaueHue UMeeT ONBbIT U HACTOPOXKEHHOCTb paJiu-
oJiora. BayxHble NpU3HAKH: a) OTCYTCTBHE BUIUMOTO IIPOCBETA,
COOOIAIOLIETOCSA C BOPOTHOU BeHOMW; 6) HaJMYHMe MHOTOYHC-
JIEHHBIX U3BUTBIX COCYAOB B BopoTax neyeHu [105, 106]. Ha
06CTPYKLMI0 BOPOTHOM BEHbI MOTYT YKa3bIBaTb U ApPYyTHe, He-
cnenudUyecKre NpU3HaKU: U3MeHeHUe popMbl IeYeHH, Korja
1-11 ¥ 4-11 cerMeHThbI yBeJIMYeHbl, HO TOBEPXHOCTb UX IVIaZKas;
MO3au4HbIM XapaKTep paclIMpeHHs NapeHXUMbI B apTepHalib-
HOH ¢ase c rOMOreHHbIM paclIMpeHUueM B ocaeayouiel dpase;
yCcuJeHHOe pacliupeHue neprdepriyeckux OTAeN0B eYeHH B
apTepUasbHy0 $asy; paclIMpeHre Ie4eHOYHOU apTepuy; Jier-
KOe HepaBHOMEpPHOe pacCllMpeHUe KeJUYHbIX NpoTokoB [107].
YTosleHNe CTEeHKU >KeJYHOro My3bIps M3-3a KoJljaTepab-
HBIX BeH HY»HO aruddepeHIHPOBaTh € X0JeNUCTUTOM. TOUHO
TaK ke HeEpaBHOMEPHOe yTOJIIIeHNE MTO/HKEJYA0UHOH XKee3bl
M3-3a KoJlJIaTepaJIbHbIX BeH cilefyeT AudpdepeHIupoBaTh C pa-
KOM IO/KeJTyJOYHOH KeJie3bl U XPOHUYECKUM MaHKPeaTUTOM.
[Ipy MCTUHHON 06CTPYKLMHA BOPOTHOU BEHBI GUOICUS TeYeHU
JlaeT HOpMaJibHble pe3ysabTaThl. OJHAKO KaBepHO3Hasl TPaHC-
¢dopmManyss BOPOTHOH BeHBI MOXKET COYeTaTbCsl C [UPPO30M
WK OOJIMTEPUPYIOLEN MOPTAaJbHOW BEHONMATHEH, U B 3THUX
cyyasx Tpebyetcs 6uoncus [3, 99]. Buoncus npu BOBB noka-
3aHa NalMeHTaM CO CTOMKUMU U3MEHEHUSIMU OMOXUMUYECKUX
MoKasaTesiell NeueH! WM HU3MeHeHueM QOpMbI IeYyeHU, BUJ
KOTOPOH HETUIHYEH JJIs1 BHENEYEeHOYHOH OGCTPYKIHUH BEH,
Kak onucaHo Bbllle. Han6osee a¢pdeKTHBHBI /11 AUATHOCTH-
KM CONyTCTBYIOILIMX 3a00/I€EBAaHU [Te4eHN HEMHBAa3UBHbIE UC-
c/le/J0BaHUs TUIIA 371aCTOMETPUMU.

Y B3pOC/IbIX TALLUEHTOB YaCTO UMEIOT MECTO COMYTCTBYIO-
Liye NpoTpOMOGOTHYECKHEe HapylleH!Us] U MeCTHble GaKTOpHI.
IJTH HapylleHHs BO MHOTOM ONpeJessoT UCX0J U MOTYT MO-
Tpe6GOBaTh crielldprUIecKod Tepanuu (puc. 3).

XpoHuyeckas BHene4YeHoYHast
0BCTPYKLMSA BOPOTHON BEHbI

[MpoBeauTe NpodunakTUKy
KPOBOTEYEHWI, CBSA3AHHbIX
C NopTanbHON rMnepTeH3nen

v

CToliKoe BblpaKeHHoe

NPOTPOMBOTMYECKOE COCTOSIHNE™
I

Mwemus KuweYyHnka
B aHaMHe3e

Bo3amoxHa anuTenbHas
aHTUKOarynaHTHasa tepanma

BosmoxHa gnutensHas
aHTUKOArynaHTHaa tepanuna

Ha6ntwopaiite,
npegnoxute PKAN

Puc. 3. [IpeanosiaraemMsplii aJITOPUTM NPUHATHUA PellIEeHUs O MOCTO-
SIHHOW aHTMKOATry/JITHTHOM Tepanyuy y NajMeHTOB C XpPOHUYECKOH
06CTpyKIMEi BOPOTHOM BeHbI. ~ OLieHKa 0OCHOBaHA Ha COGCTBEHHOM
M ceMelHOM aHaMHe3e CIIOHTaHHOTO TPOMG03a MIy6OKHUX BEH U Ha
JJaHHbBIX 32 M30/IMPOBAHHbIE UJIM KOMOMHHUPOBAaHHbIE NPOTPOMGOTH-
yeckue HapyumeHHUs. PKU — paHoMH3HpoBaHHOE KOHTPOJIMpyeMoe
HCClIe/J0BaHNe.

Jleuenue

IIpogpunakmuxka ydauHeHuss mpomba u peyuduea

BiusiHue crieiUYecKoro JiedyeHusl Ha CONMYTCTBYIOLUE CO-
CTOSIHUS He OLIeHUBAJIOCh. JIaHHBIX 3a 6JIarONPUSATHOE COOT-
HOLIEeHHE IPEeNMYIIEeCTB U PUCKOB HEMHOTO, T. K. IPOCIIEKTHB-
HBIX MCC/IeJOBaHUI He IPOBOAM/IOCh. B 3 peTpocneKTUBHBIX
KOTOPTHBIX UCCJIEJ0BAaHUAX C ydyacTueM nauueHToB ¢ TBB
6e3 1[Mppo3a AJUTe/bHasA aHTUKOAryJssHTHas Tepanus 6bl1a
CBsI3aHa CO CHW)KEHHEM pHCKa peljuauBa TpoM603a. B MHoro-
$aKTOpHOM aHasM3e ObLJIO MOKa3aHo, YTO OHA CTasla Hes3a-
BUCUMBIM (AaKTOPOM B OJHOM HCCJeJOBAaHUM (OTHOLIEHHE
puckoB 0,39; p = 0,02) [42] 1 morpaHUYHBIM — B JpPyroM
(otHomenwue puckos 0,2; p = 0,1) [41]. [IpesynpexeHue no-
BTOPHOI'0 TPOMG03a TaKXe UMeJIo MeCTO B 0JHOPAKTOPHOM
aHa/iu3e B 60JIbLION KOTOPTEe MAlMEHTOB, KOTOPBIE [IOCTYMa-
JI1 ¢ 60JIbI0 B )XKUBOTe WU HllleMueld kuueyHuka [40]. [Ipu
OlLleHKe NnanyueHToB ¢ BOBB, nosiy4aBIux aHTHKOATyJISSHTHY 1O
Teparlrio, He GbIJIO T0KA3aHO yBeJIMYEHUS PUCKA TOBTOPHOTO
KPOBOTEYEHHUs! [IPU MPOBEJEHUHN PYTHHHOW NMPOPUIAKTHUKHU
kpoBoTeueHU# [40, 42]. B fpyrom uccie0BaHUH, B KOTOPOM
cTpaTerusi NpopUIaKTUKH KPOBOTEYEHHSI He OLleHMBAsaCh,
aHTHUKOAry/JsiHTHas Tepamus 6blja CUJIbHO CBSI3aHa C YBeJIU-
YyeHHeM pUcKa KpoBoTeyeHus [41]. TaxecTb KPOBOTEUEHHUS
Ha GOHe aHTHKOATy/IAHTOB OblJa OJMHAKOBOH y MaLlUEHTOB,
MOJIyYaBIIUX M He MOJYyYaBLUIMX aHTHUKOAryJSHTHYIO Tepa-
MMI0 HAa MOMEHT KpoBoTeueHUs [42]. MHorodakTOpHbIH aHa-
JIM3 TMOKa3as 6JIaronpusiTHOE BJIMSHUE aHTUKOATY/ISIHTHOH
TepalMyd Ha BbDKMBAEMOCTb CO CTATUCTHYECKH 3HAUYWMBIM
CHI)KEHHEM CMEPTHOCTH B OAHOM HccJeZoBaHUM [99] u He-
3HAYMMbIM CHIKeHUeM — B Jpyrom [41]. dkcTpanoasnus
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3THUX JaHHBIX, CO6paHHbIX ¢ 1983-1998 [83], 1973-2005 [84]
1 1985-2009 rr. [41], TpebyeT OCTOPOKHOCTH.

IIpogpunrakmuka ocaodxcHeruti BOBB

B 6osbLIMHCTBE AOCTYNHBIX MCCAEJOBaHUH MNallMEeHTOB C
HNOPTAJbHOW TUIepTeH3Hel JIEYUJIH B COOTBETCTBHM C pe-
KOMeHJauMsIM{ IpH Luppose. [eMofnHaMU4ecKue AaHHbIE
y KMUBOTHBIX C Ha/ileYeHOYHOH MOpPTalbHOM runepTeH3uen
[109] u y GoO/JBHBIX C HELUPPOTHUYECKOU MOPTaJbHOU T'H-
nepteH3ueil [110] yka3bpiBaloT Ha 6J1aronpusTHBIN 3ddeKT
HeCeJIeKTUBHBbIX [3-a/[peHOGJIOKATOPOB Ha TreMOAMHAMHUKY
BHYTPEHHHUX OpraHoB. TeopeTH4yeckHe OTpULATeJbHblE 3¢-
$eKThl HeceJIeKTUBHBIX [3-6JI0KaTOPOB y MALMEHTOB C pac-
HIMpeHUeM TpoM6o3a (ycuneHue 60U B )KMUBOTE U UIIEeMUH
KHLIEYHMKA) HUKOT/AA He OblJIY JJOKa3aHbl.

CorylacHO pesyJbpTaTaM MHOroQakTOpPHOTO aHa/IM3a,
[-azpeH06JI0OKATOPbl YMEHBbLIAIOT PHUCK KPOBOTEYEHHUSA Y
NallMeHTOB C KPYNHBIMHM BapHUKO3HBIMH pacClIMPEeHUSAMHU
BeH [42] u yny4maroT BBDKMBAeMOCTb NMAallMEHTOB C XPOHU-
4yecKkoil o6cTpykijMeld BOPOTHOM M GpbhkeedHOH BeH [99].
CkJiepoTepanusi CHUXKAaeT YaCTOTYy KPOBOTEYEHUH y paHee
He JIeYeHHbIX NaluueHTOB. [lo JaHHBIM KOPOTKOIO paH/[o-
MH3UPOBAHHOTO KOHTPOJIMPYEMOI'O HCCJIE[0BAHUA Y JleTeH,
3H/I0CKONINYECKOe JIMTMPOBaHHE BAPUKO3HO DPACIIMPEHHBIX
BEH JIATEKCHBIM KOJIBI[OM OoJiee 3 PEKTHUBHO, YEM CKJIEPO-
Tepanus [111]. ¥ geTell coyeTaHUe JIUTUPOBAHUS U CKJle-
poTepanvy MNpejOCTAB/SIET MOTPAHUYHOE MPEUMYILECTBO
BO CPaBHEHHIO C JINTUPOBAHUEM JIATEKCHBIM KOJIBLIOM HJIU
CKJIEpOTepanuei oTAe/NbHO. Y B3pOC/bIX, 10 UTOTaM 2-JeT-
Hero HabJ/II0/leHus, pa3JIMYUi B 4acTOTe NMOBTOPHBIX KPOBO-
TeYeHUH MeXJy NManveHTaMH, N0Jy4YaBIIMMHU IIPONPaHOJIO,
Y MalleHTaMU, KOTOPBIM [TPOBeJIM JIUTUPOBAaHUE JATEKCHBIM
KOJIbLIOM, NpU HELUPPOTHYECKOH IOPTaJbHON THUIIEepTEH-
3uM (6osiblias yacTb U3 HUX ¢ BOBB) He oTMeuasnoch [112].
B 6oJiee mo3jHEM UCC/IeA0BAaHUH HU OAUH U3 MALUEHTOB He
M0JIy4as aHTUKOAry/JISHTHOHN Tepanuu. YacToTa MOBTOPHOTO
KpOBOTe4YeHHs 3a 2 roja coctaBusa 20 %.

Y oTAe/IbHBIX NAllUEHTOB HU3KHe CMEePTHOCTb M 4acToTa
NOBTOPHBIX KPOBOTEYEHHH HAGJIOAANMCh NPU XUpPypruye-
CKOM TNOPTOCUCTEMHOM ILIYHTUPOBAaHUHU C HCIOJIb30BAHU-
€M BepxHell OpbDKeedyHOW WJIM cesle3eHOYHOH BeHbI [113].
OzfiHaKo JoJiA MALMEHTOB, ¥ KOTOPBIX TaKoe IIYHTHPOBA-
HUEe BO3MOXXHO U OINpPaBJAAHHO, OCTaeTCsl HesCHOW. [laHHbIe
o TBIII y nanueHTOB 6€3 LMppo3a WM paka [0 CUX IOp
CUJIbHO OrpaHHYeHbl. BBeleHHe CTEHTOB C MOKPBITUEM NPU
TBIIL, no-BuAMMOMY, ONIpaBAaHHO, KOTAa BUJHA BHyTpUIle-
YeHOYHas 4aCTb BOPOTHOH BEHbI, HO PE3yJIbTAThl €CTh TOJIb-
KO 3a KOPOTKWUH nepuof HabsroneHus (B cpegHeM 18 mec.)
[114]. dHuedanonaTus pasBUBaETCS C TAKOH e 4acCTOTOH,
KaK M y NallMeHTOB C [UPPO30M.

Y neTeil ¢ NpOXOAUMBIMU BepXHeN GpbIKeedHOU U JIeBOH
BOPOTHOM BEHAMH MOXKHO CO3J]aTh LIYHT MEX/Y 3THUMU [JBY-
Ml BeHaMM (TaK Ha3blBaeMblH peKc-IYHT). JloOCTYMHOCTb U
JJIMTe/IbHAsA MPOXOJUMOCTb BEH JOJDKHBI OBITb BBICOKMMHM.
Jto 3d¢dexTuBHO mpexpynpexgaetr KpoBoredeHUs: us KKT.
OTMeyasioch yay4llleHMe KOTHUTHBHOTO CTaTyca U YpPOBHS
¢dakTopoB cBepThiBaHuUs [115, 116]. Ho coobiieHuit o npume-
HEHUU PEKC-LIyHTA y B3POCJIbIX HET.

Cnennduyeckoe seyeHHe MOKa3aHO TOJBKO NMALKEHTAM C
KJIMHUYECKHUMHU NPOSIBJIEHUSIMH TOPTAJIBbHOH X0JIaHTHONIATHH

[100]. )KeryHOKaMeHHY0 60JIE3HB CJIEAYET JEYUThb IHA0CKO-
NUYeCKH. PUCK 9HA0OGM/IMAPHBIX BMEIIATEIbCTB B Pa3BUTHH
MacCUBHOM reMOOU/INM NPU pa3pbiBe BApUKO3HO-paCIIHpPEH-
HBIX BEH eJTYHbIX NPOTOKOB. CTPUKTYPHI >KeJTYHBIX NPOTO-
KOB, BbI3bIBAOLIME XKeJTYXY, UJIH )KeJTYIHOKaMeHHYI0 60J1e3Hb
TaK)Ke MO>KHO JIEYUThb 3H/IOCKONMYECKH C MOBTOPHBIM CTEH-
TUpoBaHueM. Eciv BepxHsAsA OpbhKeedyHas UM ceJle3eHOYHas
BeHa MPOXOJMMBI, MOXXKHO CO3JaThb XUPYPrUYeCKUH LIYHT.
HMeroTcs HeMHOTOYHC/IeHHbIe COO06LIeHUs 06 yCIelHOM
TBIIL; aTy npoueaypy TakXe MOXXHO IPOBECTH, XOTS pe3yJib-
TaTbl 60Jlee HECKOJIbKUX MecsilieB HabJII0[,eHUsI OTCYTCTBYIOT
[114,117].

O6wuii ucxod

061mui ucxoA y NaLMeHTOB ¢ BHeneyeHouyHbIM TBB oTHocu-
TeJIbHO XOPOLIUH, ec/Id He pa3BUBAeTCs LUPPO3 UJIM 3JI0Ka-
YeCcTBEHHOEe HOBOOGpa3oBaHue. HabtoleHus B 6OJBIINX KO-
ropTax, oxBaTheIBalInue 6osiee 20 JieT, MoKa3aau 5-JE€THIO0
BbDKMBaeMocCTb Bhlle 70 % [40-42, 76, 99]. JlaHHBIX 0 cpaB-
HEHUH BbDKMBAEMOCTH C HaceJleHUEM B 1[eJIOM HET.

Pekomendayuu

1. dwarHo3 BOBB cnenyet npeanonoxutb y nNoboro naum-
€HTa, MNOCTynalLero ¢ Npu3Hakamn NopTanbHOM rmnep-
TEH3UN, runepcnneHn3amMa, 60sbio B XMBOTE U 3abone-
BaHWeM Xen4yHblx nyten (A1).

2. CkpuwHUHr Ha BOBB nmeet cmbicn y naumeHtoB ¢ MIM3 n
aHTudochonnnuaHsiM cuHapomom (B2).

3. [JlonnnepoBckoe uccnepoBaHne — MeTopn, Bbibopa npwu
avarHoctuke BOBB. [Ins noaTBepXaeHus pesynbtaTta u
OLIEHKM MPOTSXEHHOCTU OOCTPYKUMM npumeHsieTcs KT
(A1).

4. HeobxoAMMO WCKNOYUTL COMYTCTBYIOLMI LUMPPO3 UK
00NMTEPUPYIOLLYIO NOPTaJIbHYIO BEHONATUIO, €C/v BMOXM-
MMYEeCKME NoKalaTenu NeYeHn NPeBbLILLAT HOPMY, Npu-
CYTCTBYET MPUYMHA XPOHMYECKOrO MOPAXEHUS MEeYeHM,
n3MeHeHa popma neveHn unn pesysibTaTbl 31aCTOMETPUMN
oT/myatoTcs oT Hopmbl (C1).

5. Y nauneHToB CO CTOMKUM XONecTa3oM Ui HapyLUEHUSMIN
CO CTOPOHBI XEJYHbIX NMyTeN, KOTOPble MOryT yKa3biBaTb
Ha nopTanbHyld Gunuonatuio, cnepgyeTt nposect MPT-
xonaHruorpaduio (B2).

6. [lopTanbHyO rMNEPTEH3UIO JSIeyaT B COOTBETCTBUN C PEKO-
MeHZaumamMm, paspaboTaHHbIMU ansa umppo3sa (B1).

7. Tlocne npoBeneHuss NPOPUNAKTUKN KPOBOTEYEHUS U3
XKKT:

a) fleyaT COMyTCTBYIOLLME MPOTPOMOOTUYECKME COCTOS-
HUSA B COOTBETCTBUM C pekoMmeHgaumammn (B1);

6) y NauMeHToB C TSXesbiM MPOTPOMOOTUYECKUM CO-
CTOSIHUEM, WNWN MPU3HAKAMX WLLIEMUM KULLEYHMKA B
aHamHese, NN PeLnanBUpyIoLLIMM TPOMGO30M UMeeT
CMbIC/ NOCTOSIHHAS aHTUKoarynsHTHaa Tepanus (B2);

B) ANVTENbHAs aHTUKOArynsaHTHas Tepanus nokasaHa npu
conytcTeytowmx MM3 (B1).
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KiinHu4yeckue pekoMeHJaluu

NauonaTuyeckKas HenuppoThudYecCKasa noprajibHasa
rUnepTeH3usa

BeedeHue

HenuppoTudeckoll BHyTpHUIle4eHOYHOW MOPTa/lbHOM rumep-
TeH3Hel CONPOBOXK/AAIOTCA MHOTHe 3a60JIeBaHHUs, B T. Y. UH-
buABTpPaTHUBHBIE MPOLECCHI, 3/I0KaYeCTBEHHbIE HOBOO6Pa30-
BaHUS COCYJI0B, LIMCTOCOMO3, BpOXJeHHbIH GUbpo3 nedeHy,
capkouzio3 [118]. luarHo3 uUoNaTUYECKOU HELUPPOTHUYe-
ckoi moptasbHOU runepreHsuu (MHUIIT) MoxHO cTaBUTB,
€CJIM UCKJIIOYEHBI BCe 3TH 3a60/1eBaHUA U He BbISBJIEHO HHU-
KaKOro IBHOTO NopakeHUd nedeHH (Tab.. 3). Homenknatypa
3TOTr0 COCTOSIHUSA He OlpejieieHa; ero Ha3blBajIu renaTonop-
TaJbHBIM CKJIEPO30M, HELIUPPOTUYECKUM MOPTaJbHBIM GHU-
6p0o30M, MAMONATHYECKON MOpPTaJbHOU runepreH3ueil, He-
MOJIHBIM CeNTaJlbHbIM LIUPPO30M, Y3JI0BOM pereHepaTUBHOMN
runepiuasuvei [119]. Mexay TeM oueHb BaXKHO MPUHSATD pe-
LIeHHe 0 KaKOM-TO OAHOM Ha3BaHUU. [loCKOIBKY HacTosllee
PYKOBOJCTBO MOCBAILEHO 3a60JieBaHUSAM COCY[0B IeYeHH,
MBI OTpaHU4YUM Hawu pexkoMeHfauuu UHUIIL, koTopas, Kak
[10J/1araloT, BbI3BaHa [JIaBHBIM 06pa3oM 06CTpyKIMel cocyj0B
NapeHXUMBbl, B TO BpeMs Kak Jpyrue ¢popMbl HeLIUppPOTHUe-
CKOM BHYTpHIIeYeHOYHON MOPTa/lbHOM THNepTeH3UH CBf3a-
HBI € 60JIBIION IPyNIOMN onpeJeseHHbIX 00/1e3Hel NeYeHH U
NPeI0JI0KUTETBbHO UMEIOT B MEHBIIIEH CTENIeH! COCYAUCTYIO
aTuoJjoryio [118]. OCHOBHBIMU NMOTEHUMAIBHBIMU NIPUYHHA-

Ta6siuna 3. JuarHocTu4ecKre KpUTePUU AUONATHYECKOU
HEeLUPPOTUYECKON MOPTATLHOMN rUNEePTEH3UN?

1. KnuHunyeckne npuaHaku nopTanbHOM rmnepTeH3un (nioboi n3
cnenyoLwmx®)

CnneHomeranus/rmunepcnaeHn3m

Bapurko3Hoe paclumpeHune BeH NuLLeBoaa

ACLMT (He CBSI3aHHbIN CO 3N10KaYECTBEHHLIMU HOBOOOPa30BaH-
amMun)

MwuHMMasbHOE NOBLILLEHWE rPpaaeHTa Ne4eHoYHOro BEHO3HOrro
naBneHns

MopToBEHO3HbIE KONNaTepanu
2. NckntoyeHne umpposa npu 6uoncumn nevyeHn

3. VckntoueHne XpoHNYeckux 3a60oneBaHmnin NeveHn, Bol3blBAIOLLMX
LMPPO3 USIN HELMPPOTUHECKYIO MOPTasbHYIO TMNepTEH3UI0®

XpoHuyeckuii BUpyCHbIn renatut B unn C

HeankorosnbHbI cTeaTorenaTuT 1 ankorosibHbIM cTeatorenatnt
AYTOMMMYHHbIV renatuT

HacnepcTteeHHble reMoxpomaTo3abl

BonesHb BunbcoHa

MepBuYHBIN BUAnapHbIA LMPPO3

4. VIcknto4eHne COCTOSIHWI, BbI3bIBAIOLLMX HELMPPOTUYECKYIO MOp-
TasIbHYIO TMNEPTEH3MNIO

BpoxaeHHbI dprbpo3 neyeHn
Capkonao3s
LLincTocomo3

5. MpoxoaMmMocCTb BOPOTHOM M MEYEHOYHOM BEH (40NMNIEPOBCKOE
nccneposaHune nnn KT)

3 lnst moctaHoBKU ArarHosa UHUIIT go/nkHbI cOG/II0AATHCS BCe
KpPUTEPUH.

b CrieHOMerasiust I0JKHA COPOBOXKJATHCS APYTUMU IPU3HAKAMU
MOPTaJbHOW TUIIEPTEH3UHU, YTOOBI OTBEYATh ITOMY KPUTEPHUIO.
¢Hy>XHO UCKJIIOYUTb XPOHUYECKOE NTOPA’KeHUE NTeYeHHU, IOCKOJIbKY
cTajus TaxKes0ro Gub6po3a MOXKeT ObITh HEA 0O eHEHA TPU
6UOTICUM NTEYEHH.

MU 06/IMTEpPAllMM BOPOTHOM BEHbI ABJIAIOTCA TPOMOOUINS,
WMMYHHbIe 3a60/1eBaHUS, TpUeM crelldPuIecKux mpenapa-
TOB (HampuMep, a3aTUONPHUHA, AWAAHO3MHA) U UHOPEKLUU
(manpumep, BUU-undekuus) [120, 121]. B 3anagHbIX cTpa-
Hax y nayueHTtoB ¢ MHUIT B 40 % ciay4aeB npeo6iafamoT
TpoM6oduarieckue HapyueHus [120].

KauHuueckas KapmuHa

KinHuveckass kapTHHa 3aBUCUT OT XapaKTepa HapylleHHH
Y CNeLMaJIbHOCTH Bpaya, KOTOPbIM CTaBUT AWarHos (remaro-
JIOT, TeMaToJIor). B KpynHBIX McC/Ie0BaHUAX, IPOBEJeHHbIX
B MH1y, GosibLias 4acTh NAIMEHTOB MOCTYyMHala C KPOBOTe-
yeHueM u3 XKKT, cBI3aHHBIM € NOPTa/JbHOM rHNlepTeH3UeM.
Yalie Bcero oHO BbI3BaHO BAapHUKO3HBIM paclIMPeHUEM BeH
NULeBOJa, pexke UMeeT MeCTO BapHMKO3HOe pacCllMpeHHe BeH
KeJly/ika ¥ racTpoMnaTHs, BbI3BaHHasl MOPTalbHOMN rUIepTeH-
3ueil. Hepeako (4aiie, 4eM Nnpu Apyrux NpUYMHAX MOPTAJIb-
HOH TMIlepTeH3UH, HanpuMep nuppose win TBB) y nanuen-
ToB ¢ MHUIITI Ha6irofaeTcs yBesaudeHue cesae3eHkH [120,
122]. llpy nepBUYHOM MOCTAHOBKE AUArHo3a 6MOXMMUYECKUE
MOKa3aTeJsu NleyeHHu y 60JIbIIMHCTBA NalMeHTOB He U3MeHe-
HbI [120-122]. i3MeHeHUs] 0GHAPYKUBAIOT JIUIIb § OT/EJb-
HBIX NMALIUEHTOB, ¥ OHX B OCHOBHOM CBSI3aHBI C COMYTCTBYIO-
UMM 3a6osieBaHUsAMHU. Hasnyue acuura MoXeT yKa3blBaTh
Ha HU3KYI0 BbDKHBaeMocTb [121]. O neyeHo4yHOM sH1IedaIO-
NaTUM coo61aeTcs pefiKo, HO OHAa MOKeT BO3HUKAThb P Mac-
CHBHOM NOPTOCUCTEMHOM LIYHTUpPOBaHUU [123].

JluazHocmuka

Juarnoctuka MHIIII — HenpocTas 3azayda, T. K. He cylle-
CTBYeT eJJUHOTO TeCTa, KOTOPbIA MOXHO ObLIO Obl CUUTATh
«30JI0TBIM CTaHAAPTOM». [IpH JIy4eBOM HCCJIeJOBAHUM MaLH-
enTam ¢ MHIIIT yacTo omu6G0OYHO CTABAT I[UPPO3, MOCKOJIb-
Ky npu Y3U OpIOIIHOHN NMOJIOCTH MOBEPXHOCTb IEeYEeHU BbI-
[JISSAUT Y3/10BaTOH, a CTEHKU BOPOTHOM BeHBI yTOJIIEHBI, U
BCe 3TO COYeTaeTCs C NopTajabHOU runeprensueit [120, 121].
HenHBa3uMBHBIM NIPU3HAKOM, 103BOJISIIOLUM IOCTaBUTh Bep-
Hbli auarHo3 MHIIIT, MoxeT cTaTh HU3Kasl MJIOTHOCTH Iie-
YeHU IpPH yAbTPa3ByKoBoH ayacrorpadun (< 12 klla) [108,
124]. B He[1TaBHEM HCC/IeIOBAHUH TPOJAEMOHCTPUPOBAHBI BO3-
MOXXHOCTH MeTab0JIOMUYECKOTO aHa/Jnu3a KaK MHCTPyMeHTa
AuarHoctuku MHLIT [125].

Jnis uckirodeHust Tspkesioro Gubposa WM LUpposa Hpu
nuarHoctuke UHLIT o6s3aTenbHO MPOBOAAT THCTOJIOTHYE-
CKoe HccieloBaHue neyeHu. [[py MakpockonuyeckoM 0CMOTpe
mpernapara 4acTo 6bIBAIOT BU/JHbBI OpraHU30BAHHbIE TPOMOBI B
KpPYTHBIX BETBSIX BOPOTHOM BeHBI, Y3/10BATOCTb NOBEPXHOCTH
neyeHU U U3MeHeHue ee ¢opmbl [126]. B mpomstom UHIIT
kJaccuupoBasd MopdoIoruiecKy Ha YeTblpe KaTeropru:
WJYoNaTUYeCcKas TMOpTa/lbHasi THUIEepPTeH3Usi (3KBUBAJIEHT
renaTonopTaJbHOIO CKJepo3a MW HeLUPPOTHUYECKOTO MOp-
TaJbHOTO GUOPO3a), y3/10Basi pereHepaTUBHAsl TUIEPIJIA3Hs,
YacTUYHasl y3/I0Basi pereHepaTUBHAs TUNEPNJIa3usl U HeloJl-
HbIH cenTalbHbIN LUppo3 [119]. Ho mocko/bKy Bce 3TU COCTO-
SIHUSl UMEIOT 00llMe FMCTONAaTOJI0rHYecKre XapaKTepUCTUKU
(06/MTEpaTUBHOE MOPAKEHUE COCYZOB), 6BLIO MPEJIOKEHO
paccmatpuBaTb MHIIT kak oTaenbHOe 3a6oJsieBaHUE C pas-
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JIMYHBIMH NATOJIOTMYECKUMH aCNeKTaMH, HeXKesTM KaKk KIMHHU-
KO-TIaTOJIOTUYECKH pasyinyHble 3a60s1eBaHus [118]. Haubosiee
yacTble TMCTOJIOTHYeCKHe NPU3HaKH, HabJ1o/jaeMble y Manu-
entoB ¢ MHLUII, — ¢nebockaepos, y3/0Basi pereHeparus,
paclivpeHye CHHYCOU/I0B, HAJIMYHe NapanopTa/bHbIX [IYHTH-
PYIOIIMX COCYZIOB ¥ MEPUCHHYCOMAANbHBIN Gpubpo3 [120, 121,
127]. ®aebockyepo3 B 11eJIOM CYATAETCA MEPBUYHBIM IMOpa-
JKEHUEM, IPUBOASIIMM BIOCIEJCTBUN K BHYTPHUIIE4YE€HOYHBIM
reMofiIMHaMU4YeCKUM H3MeHeHusIM [128]. O6auTepanus Bo-
POTHBIX BEHYJI MOXKET IPUBOJUTD K HapyLIEHHUIO BHyTpUIIEYe-
HOYHOH LUPKYJISLMH U B JaJbHeHLIeM K peMO/eIMPOBaHHIO
napeHXuMbl (y3Ji0Basi pereHepanus). YTo6bl IPOAEMOHCTPHU-
pOBaThb HAJIMYHe ITUX U3MEHEeHHUH, He06X0JUMBbI 60JIbLINE 06-
pa3ibl TKaHU NeYeHH, CoJieprKallye JOCTaTOYHOe KOJIMYeCTBO
NOPTAJbHBIX TPAKTOB (TPaHCBHIOIY/ASpHbIe 06pa3lbl 4acTo
o4eHb MaJibl). TeM He MeHee ¥ 06pasel, J0CTaTOYHOTr0 pasMepa
MOXXET NO0Ka3aTb HOPMaJIbHYIO TUCTOJIOTHYECKYI0 KapTUHY Y
nauueHToB ¢ MHITIT.

EcmecmeeHHoe meueHue

CMepTHOCTb OT KPOBOTEYEHHs K3 BapHUKO3HO PACLIMPEHHBIX
BeH npyu MHUIIT 3HaunTEIbHO HMXKe, YeM y NALMeHTOB C LIUppo-
30M, 110-BUJMIMOMY;, 3a CUET COXpaHHOH PyHKuuM neyeHu [118].
[To cpaBHeHHUIO ¢ manueHTamu ¢ nuppo3om npu UHUIIL no co-
o61ieHusM, yaie passuBaetcs TBB [120, 121, 129]. Pano Hava-
Tasi aHTUKOATY/ISIHTHAs Tepanus IPUBOAUT K peKaHaIU3aluu y
54 % 6onbHbIX [129]. Y MeHbLIeH YyacTH NallMeHTOB CO BpeMe-
HeM pa3BUBaeTCsl eyeHOYHas HeJJ0OCTaTOYHOCTb, IPH KOTOPOM
MOXET JAdKe NOTPeboBaTbCA TPAHCILIAHTALMA NedeHH [121,
123]. [;10X0# UCXO/T MOXKET ObITh BbI3BAH MPeApacrosIaraouium
baKkTopoM WM AOTNOJIHUTEIbHON MPUUMHON NOpaXKeHUs 1eve-
HU [120]. HapyueHue GyHKIMY IEYeHU U aCLLUT Y 3TUX NallleH-
TOB, BO3MOXKHO, 00'bSICHSIETCS] CHUPKEHHEM TOPTaJIbHOTO KPOBO-
TOKa M, C/IeZloBaTe/IbHO, aTpodHel npuiexalell ne4eHoYHoH
napeHxuMbl. HecMOTps1 Ha HU3KYI0 CMEPTHOCTD, CBSI3aHHYIO C
MopaKeHUEM TedeHH, 0011ast BBPKUBaeMoCThb 60s1bHbIX MHITIT
HIDKe, 4eM IPUHSATO CYUTATh. ITO 06YCI0BJIEHO BEICOKON CMEPT-
HOCTbI0 0T cBsizaHHbIx ¢ UHUIIT 3a6osieBanuii [121].

JleueHue

JleueHue u npoguiakmuka KpogomeveHusl U3
8APUKO3HO PACWUPEHHbIX 8eH huujeeoda u xeayoka
JlaHHBIX 0 JIe4UeHUH ¥ NPOUIaKTHKe KPOBOTEUEHUs U3 BapHU-
K03HO paciirpeHHbIx BeH 1 UHUIIT HemHoro [118]. [Toka3aHo,
YTO IPH OCTPOM KPOBOT€4YEHHUHN U3 BADUKO3HO PaCIIMPEHHBIX
BeH y 95 % manuentos ¢ MHUIIT s¢dexTrnBHA 3Hg0CKONH-
yeckas Tepanus [130]. Ho ony6/1MKOBaHHbBIX AaHHBIX 06 3H-
JIOCKOTIMYeCKOM JIMTUPOBAaHUU JIATEKCHBIM KOJIbLIOM y 3THX
nayyMeHToB HeT. OIHaKO, yYUTBIBasi NMPEHWMYILIECTBO JIMTH-
pOBaHMA y NAaLMeHTOB ¢ Luppo3oM uin BOBB, mpuMeHnenue
3TOro MeToJia NpeAnouTUTebHO U y nanuenToB ¢ MHUIIT u
BApUKO3HBIM paclIMpeHHeM BeH. [IpM HEKOHTpOJHpPyeMOM
KpOBOTe4eHUHU MMeeT cMblca npuMeHuTsb TBIII. Hecmorpsa
Ha ny6JMKaury U3 UHWUY 110 3KCTPEHHOMY XUPYpPru4ecKkoMy
LIyHTUPOBAHUIO, B HACTOsILee BpeMs NpeANoYTeHHe OTAAeT-
ca TBIIII kak MeHee UHBa3MBHOM npoueaype. Oci0KHEHUS
NOPTOCUCTEMHOTO LIYHTUPOBAaHUs, B YaCTHOCTH e4eHOYHas

sHIedanonaTus, peJKy, T. K. y 60JbLIMHCTBA TALLUEHTOB CO-
xpaHeHa ¢yHKnusA nedeHu [121]. [lokazaHo, 4TO 3HAOCKOMH-
yeckasi Tepanus CHMXKAaeT PUCK NMOBTOPHOTO KPOBOTEYEHHUs
M3 BapUKO3HO pacliUpeHHbIX BeH y 60sbHbIx MHUIIT [131].
JlaHHble 06 3 PEKTUBHOCTH HeCeJIEKTUBHBIX [3-6JI0KaTOPOB
npu MHUIIT oTCyTCTBYIOT, HO C y4€TOM XOpPOLUMX pe3yJbTa-
TOB MPOQUJIAKTUKHA KPOBOTEYEHUH NPU LUPPO3e MbI PEKO-
MeH/lyeM NpUMeHSITb 3TH cpefcTBa u npu MHITIL

AHmukoazgyasiHmul

AHTHKOAry/NfHTHasA Tepanus Oblla NpejJioKeHa HECKOJIbKH-
MU CHeLHaJIMCTaMU JJI NpefynpexAeHus NporpeccMpoBa-
HUs 60JIE3HU U MO/ epKaHus IPOCBETA BOPOTHOM BeHkI [120,
132]. Opgnaxo, yuuTbIBast TOT PakT, uTo kpoBoTeueHHe u3 XKKT
SIBJIIETCS1 OCHOBHBIM OCJIOXKHEHHEM, a Posib TPOMGOGUINU B
naToreHese HesICHa, 3STOT MeTOJ, MPU3HAETCS He BCEMU CIelH-
aJIMCTaMU U He MOXKET ObITb PEKOMEH/I0BAaH BO BCEX CJIydasX.
AHTHKOAryJIiHTHas Tepanus MOXeT PacCMaTPUBAThCS TOJBKO
y marueHToB ¢ MHLIIT 11 4eTKO BBIpaXKeHHBIM IPOTPOMOOTHYE-
CKHMM COCTOSIHHEM WM y NAlMeHTOB, y KOTOPhIX pa3Buiicsa TBB.

Posab mpaHcnaaumayuu neveHu

TpaucnnanTauusa nedeHu npu MHUIIT onucana B HECKOJIBKUX
ny6aukanusax [120, 121, 123]. [lokazaHUAMHU AJIS Hee CIyKaT
He NoAAaoLMecs JIeYeHUIO 0CI0KHEeHHUsI TOPTaJlbHOM runep-
TEH3UHU U NPOorpeccupyollas neyeHoYHasi HeZJoCTaTOYHOCTb.

Pekomendayuu

1. Mpepnonarate UHLUMI cnepyet y no6oro nauueHta c
nopTasibHOM FMNepTeH3ner, 0COBEHHO eCNiM HEeT APYrux
NPWYMH oNs nopaxeHus nevenu (B1).

2. [OwarHo3 VHLMI TpebyeT uckioyYeHs umpposa u apy-
TMX MPUYUH HELIMPPOTUYECKOW NOPTaNbHOWN rMNepTeH3nn
(B1).

3. [OuarHoctuka MHUIMI TpebyeT npoBeneHuns Guoncum ne-
yeHn (A1).

4. TlopTafibHyl0 TMNEpPTEH3UIO feyaT B COOTBETCTBUMU C
pekomMeHgaumsmu, paspaboTaHHbIMW OAs8 LMppo3a
(B1).

5. Kak MyHMMyM 1 pa3 B Nonroga Hy>XHO NMpoOBOAUTb CKPU-
HUHr Ha TBB (B1).

6. O TpaHcnnaHTauuu neveHn npu MHUMI cnepyet oymartsb,
€cnn pasBuiacb NeYeHoYHasi HeJoCTaTOYHOCTb WU He
NoAfaloLLMECS JIEYEHMIO OCIIOKHEHUS MOPTANIbHOM runep-
TeH3un (B1).

Manbsdopmanuu cocysoB neyeH NpU
HacJeJCTBEHHOH reMopparu4eckoun
TeJIeaHT'UIKTa3uM

OnpedeseHue

HacnencrBennas remopparudeckas Teseanruakrasus (HI'T),
niu 6osie3Hb Ocnepa—Be6epa—PeHat0, — HaclieACTBEHHOE
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KiinHu4yeckue pekoMeHJaluu

3aboJieBaHHE C ayTOCOMHO-JJOMHHAHTHBIM THIIOM Hac/eJ0Ba-
HUsl, XapaKTepH3yloleecss MHOIOYHCJIEHHBIMH TeJIeaHMIKTa-
3USIMU Ha KOXKe, CJIM3UCTBIX 000JI0YKaxX M BHYTPEHHUX OpraHax.
BcerpeuaetcsioHoy 1-2 Ha 10 000 yenoBek [133]. KiinHnyeckas
kapTuHa HI'T cunbHO pasHUTCA B 3aBUCUMOCTH OT KOJIM4Ye-
CTBa, TUIA Y JIOKAJIM3AL MM TeJIeaHIM3KTa3uH UK 6oJiee KpyTi-
HBIX COCYyAUCTBIX Manbdopmanuii (CM). KnnHndyeckue kpure-
puu auarHosa HI'T (kputepuu Kropacao) 6611 yCTaHOBJIEHBI
3KcnepTHOM Komuccueit (Tab6s. 4): guarHo3 HI'T cuutaeTcs
NOATBePX/AeHHbIM NIPY HAJIMYUU 3 KPUTEPHEB, BEPOSITHBIM —
2 KpUTepHeB U MaJIOBEPOSITHBIM — NPH HaJIUYKU 1 KpUTepus
WJIM WX OTCYTCTBUH [134]. ¥ GoJsbIIMHCTBAa MALlUEHTOB MMe-
I0TCSl MyTallMX B OJJHOM M3 /IByX r€HOB, CBI3aHHBIX C 3aboJie-
BaHMEM: TeHe, KoJupymoleM 6enok sndoaauH (ENG, pacnoJio-
»keH Ha xpoMmocoMe 9, HI'T 1-ro Tumna), uu reHe, KOAUPYOIleM
akmueuH-peyenmop-nodobHulii 6es0k 1 (ACVRLI, pacnoyioxkeH
Ha xpoMmocoMe 12, HI'T 2-ro Ttuna). 06a oHU 3a/1eiCTBOBaHbI B
nyTH TpaHchopmMupyoliero pakTopa pocta . MyTauuu B reHe
SMAD4 MoryT BbI3BaTb peJKUH CUHJAPOM, COYETAIOLIMN 10Be-
HUJIbHBIA mosinno3 U HI'T; HegaBHO OBLIM HaMZEHBI JOIOJ-
HUTeJIbHbIe TeHbl Ha XpoMocoMax 5 u 7 [133]. [eHeTuueckoe
TecTHUpOBaHUe JJOCTYNHO B KJIMHUKaX.

Manvgpopmayuu cocydos newenu npu HI'T

CM neveHu o6HapyxuBawTcs y 44-74 % nanuentoB ¢ HI'T
[135, 136], uTo mpeAnoJiaraeT pacnpoCTPaHEHHOCTb Cpeau
HaceJsieHUs B LesioM (6e3 HI'T) B npesgenax 1:7000 u 1:12 500.
PacnpoctpaneHHocTe CM nmeyeHH BO MHOTOM 3aBMCHT OT re-
Hotuna HI'T: npu HI'T 2-ro Tuna CM BcTpevaroTcd yalle, 4eM
npu HI'T 1-ro Tuna [137, 138]. [leHeTpaHTHOCTb GOJBIIKH-
cTBa KJIMHU4Yeckux npusHakoB HI'T 3aBucuT oT Bospacra na-
LMeHTa: cpeHUH Bo3pacT nauueHToB ¢ CM neueHn — 52 roga
[139]. PaHee nosiyyeHHble JaHHblE NOKA3bIBAIOT CUJIbHOE U

cyliecTBeHHOe npeobsafanvie CM nedenu y »xeHuuH ¢ HI'T,
KaK CUMIITOMaTUYeCKOH, TaK U 6eCCUMIITOMHOM; COOTHOIIe-
HUE MYXYUH U XEHIUH KoJsiebseTcs oT 1:2 o 1:4,5, Takum
o6pa3oMm, nosiiienue HI'T B meueHH, NO-BUAUMOMY, 3aBUCUT
u ot noJja [135, 137].

IlamozeHes

CM nevenu npu HI'T umerot fuddy3HbIN XapaKTep U MOCTO-
SIHHO pacCTyT — OT MeJIKUX TeJIeaHTUIKTasHM [0 KPYIHBIX
apTepHOBeHO3HBbIX 06pa3oBanuif; y 21 % naunentoB CM me-
YeHH BBIPOCJIY B padMepe U CAesalnch Oosiee CJI0XKHBIMU 3a
nepuo/ Hab/IIoAeHus ¢ MequaHol 44 mec. [135].

Tpu pa3nUYHBIX U YacTO MepeceKaroLINXCcs THIAa BHYTPH-
Me4YeHOYHOro IyHTUPOBaHus (edyeHOYHasl apTepusi B BOPOT-
HYI0 BeHy, le4eHOYHasl apTepus B Ie4eHOUHYI0 BeHy W/HJU
BOpPOTHAsl BeHa B N€YEHOYHYIO BEeHY) MOTYT BECTH K Pa3HBIM,
HO, BO3MOXHO, COCYIeCTBYIOLIUM KJIMHUYECKHM NPOSBJIEHH-
AM: Cep/IeYHON HeZ0CTAaTOYHOCTH C BBICOKHM CepZeYHbIM BBI-
6pocom (CHBB), noprasbHOM runepTeHsuy, sHLedas0naTHH,
HIIeMUU KeJIUHBIX MyTel, UllleMUH KUILeYHHKa — Moc/lefHue
JiBa BbI3BaHbI COPOCOM KPOBH uYepe3 apTepHOBEHO3HbIN LIYHT.
Hapy1eHnst KpoBoCHaGXeHHsI MOTYT TaK>Ke IPUBOJUTD K pere-
HepaTUBHOW aKTUBHOCTH TreNaTOLUTOB — OTPpaHUYEHHOW HUJIU
b dy3HOH, UTO, B CBOIO 04Yepe/ib, BeAeT K POPMHUPOBAHUIO O4a-
rOBOM y3/10BOH runepiuiasuy, KOTopast BCTpeyaeTcs y naryeH-
ToB ¢ HI'T B 100 pa3 yalle, yeM cpeiu HaceJleHUs B 11eJI0M, UJIU K
y3JI0BOU pereHepaTUBHOU runepiuiasuu [140-143].

KauHuueckas KapmuHa

[Io faHHBIM NOMY/SALMOHHBIX UCCAE0BaHUH, TOJIBKO y 8 %
nauueHToB ¢ CM medyeHd umeroTcss cuMmnTomsel [136, 139].

Ta6smmua 4. Juarnocruyeckue kpurepuu HI'T. CragupoBanue CM neyeHu No JaHHBIM JONIJIEPOBCKOTr0 M CC/IeJOBaHUS

HI'T: knnHnyeckue kputepum Kiopacao  OnucaxHue

HocoBoe kpoBoTEYEHNE
TeneaHrnakrasuu
[MopaxeHne BHYTPEHHMX OPraHoB

CroHTaHHOE 1 peunanBmpyioLlee
MHOXeCTBEHHbIE, B XapakTepHbIX MecTax: rybbl, MOA0CTb PTa, NasbLibl, HOC
TeneaHrnakTasum opraHoB MULLIEBAPEHUS, IETKUNX, MEYEHU, FOJIOBHOMO U CMMHHOIO MO3ra.

ApTEpMoBEHO3HbIE Manbdopmaumm

CeMeitHblin aHaMHe3

HI'T, oTBeyaloLas aSTmmM KpUTEPUSIM, y POACTBEHHUKOB NMEPBOM CTEMNEHU

CM neyenn npu HI'T: ctagnpoBaHme No AaHHbIM A0NNIePOBCKOro UccnenoBaHms
0+ e JlnameTp neyeHo4Homn aptepum > 5 < 6 MM 1/mnm
e MakcumarnbHas ckopocTb kpoBoToka > 80 cm/c u/unn
¢ UHpekc nepudepuyeckoro conpotmenerus < 0,55 n/vnm
e [lepudepuryeckas rmnepBackynsapmaaumns nevyeHmn
1 e PacluvpeHve NeYeHOHHON apTePUM TOIbKO BHE MNEYEHN > 6 MM U
e MakcumarnbHas ckopocTb kpoBoToka > 80 cm/c u/unn
e UHpekc nepudepuryeckoro conpotmenerms < 0,55
2 e PaclumpeHne NeYyeHOYHOM apTepum Kak BHe-, Tak U BHYTPU NeYeHn, MakCrMManbHasi CKOPOCTb KpO-

BoTOKa > 80 cm/C

e B03MOXHO, CBA3AHO C YMEPEHHbIM NU3BMEHEHNEM KPOBOTOKA B MEYEHOYHOM U/NN BOPOTHOM BEHE
3 e KOMMNEKCHbIE N3MEHEHNS B MEYEHOYHON apTEPUN U ee BETBSX C 3aMETHbIMU U3MEHEHUSIMU KPO-

BOTOKa

e lI3MeHeHMEe KPOBOTOKA B MEYEHOUYHOWM 1/ BOPOTHOW BEHE
4 JekomMmneHcauys apTepMoBEHO3HOrO LWYHTA C:
®  pacLuMpeHneM ne4eHOYHOM n/Unn BOPOTHOM BEHbI

e B 0bOenx apTepusix n BeHax
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HenaBHee KoropTHoe ucc/e[JOBaHHe C MeJUAaHOH IepHo-
Ja HabusofeHusa 44 Mec. IOKasaJio, 4TO 3a00J1€BaeMOCTb U
cMepTHOCTb Ipu CM nedenu coctasiaseT 25 U 5 % cooTBeT-
CTBEHHO, a YaCTOTa OCJ0XKHEHUH U cMepTd — 3,6 U 1,1 cay-
yasg Ha 100 yesiOBEKO-JIeT COOTBETCTBEHHO. KiIMHUYeCcKUi
ucxoz CM nedyeHH KOppeJUPYeET C UX TsoKecTbio [135].

Cpenu ocnoxHeHUH, cBA3aHHbIX ¢ HI'T, mpeoGsamaer
CHBB [142, 143], HO OC/lIOXHEHUsI NMOPTAJbHON T'UIEPTEH-
3WH BCTPEYaloTCs C 4acTOTOH, cpaBHUMOM ¢ TakoBoi CHBB
(1,4 u 1,2 na 100 yesoBeKo-JeT cCOOTBeTCTBEHHO); Ha CHBB
U OCJIOKHEHUsI NOPTa/JIbHON rMIEPTEeH3UU MPUXOAUTCS NMPHU-
MepHo 1o '/, cMepTeH, cBsAzaHHBIX ¢ CM meyeHu. Y nauueH-
TOB C XPOHUYECKOH Neperpyskoi cepzaua Bcaegcrsue CM ne-
yeHH QUOPUIIALUSA NpeJcepAni HAGII0JaeTcs ¢ 4acTOTOH
1,6 caydas Ha 100 yesoBeKo-JeT. ITO O3BOJISIET MPEJI0JI0-
XHUTb, YTO ITOT BUJ apuTMuu npu CM neyeHU — Hecay4daii-
HOe COBNaJieHue, U TpebyeT oco6oro BHUMaHus [135].

[lopTanbHas runepTeH3us, BbI3BaHHAs apTEPUONOPTaJlb-
HBIMH IIYHTAMH, MOXKeT MPOSIBASTHCS TAXKeJIbIMU PelUAUBU-
PYIOLIMMH KPOBOTEUYEHHUSIMU M3 BapPUKO3HO DPACUIMPEHHBIX
BEH; OZIHAKO U CepUHU KJIMHUYECKHUX CJIy4aeB, U KOTOPTHHIE
HCC/leJ0BaHUsA T0Ka3bIBalOT, YT0 KpoBoTeueHue u3 XKKT y na-
nueHTOB ¢ CM neveHu GbLIM Yallle CBSI3aHbl C KPOBOTEYEHHU-
€M U3 TesleaHTMaKTa3ui Ha opraHax XKKT, yeM c BApUKO3HbIM
pacuiupenureM BeH [135, 140].

BesxenTylHbIH XoecTas HabofaeTca y '/, Bcex 60J1b-
HbIx CM nevenu [135]; cTeneHb ero 06bIYHO KOPPEJUPYET C
TsKecTblo CM.

HamHoro 6osiee peakum nposiBjieHreM CM medyeHH mpu
HI'T cnyxxuTt aHuedasonaTus, GprourHas x,aba WIM UILIEeMU-
YyecKasl X0JIJaHTHOIaTHs C pUCKOM HeKpo3a nedyenu [135, 140,
142-145].

Juaznocmuka

PexomeHnayeTca npoBoAUTbE CKpUHUHT Ha CM nedeHu c mo-
MOILBI0 JOMIIJIEPOBCKOTO HCC/IEJ0BAHUS y MALMEeHTOB 6e3
CUMIITOMOB C Ipe/lioJlaraeMbIMU WU ycTaHOBJeHHbIMU HI'T,
MOCKOJIBKY TOYHBIN AUarHO3 MOXKeT MPOSICHUTb CUTYalUI0 U
YAY4IIUTD NOCAeaytollee gedeHue [142, 143].

JluarHoctuka BoByieueHus nedeHu B HI'T Tpe6yet s1a6o-
pPaTOpPHOH OLEHKH U MCI0/Ib30BaHUs YYBCTBUTE/bHBIX JIy4ye-
BBIX METO/IOB, TAKHX KaK JOMNIIJIEPOBCKOE UCCIeJ0BAHUE WU
KT 6proumHoi nosoctu [136, 139]. JlonmiepoBckoe Uccaefo-
BaHMe NpeJjiaraeTcs B KadyeCcTBe MeTo/a NepBOM JIMHUU [/
JrarHoctTuku CM nedeHM c y4eTOM ero 6e30MacHOCTH, XOpO-
el NepeHOCUMOCTH, HU3KOH CTOMMOCTH U TOYHOCTH B BbI-
saBieHun CM nevenu [139, 146], a Takke Xopolei BOCIpo-
M3BOAMMOCTH Pe3y/IbTaTOB IPHU NPOBEAEHUHN HCCIe0BaHNSA
pa3HbIMU cnienpaauctamu [147]. Bosee Toro, fjonmnjiepoBckoe
uccleloBaHUe — eJMHCTBEHHas JlydyeBasl TEXHOJIOTHs, MO-
3BoJIsOLas cTafupoBaTb CM nedeHu no Tskectu (ot 0,5 A0
4; cM. Tabu1. 4), KOTOpast KOPPEUPYET C KIMHUIECKHM HCXO-
JIOM ¥ MO3BOJIAET pa3paboTaTh UHAWBUAYAIbHBIN NMOLXOJ, K
JIeYeHHUI0 U HabJII0/leH 1o 3a nanueHToM [135].

Jxokapauorpapuyeckoe uccaeoBaHue GyHKIUU U MOP-
dostoruu cepana, B 0CO6GEHHOCTH MHJEKCa PUCKa OCJI0XKHe-
HUU U CHCTOJIMYECKOr0 JJaBJIeHusl B JIETOYHOH apTepUH, Ipe-
CTaBJiieT HEMHBA3MBHYI0 BO3MOXXHOCTb OLEHHUTBb BJMSIHHE
CM nedeHu Ha reMoAMHAMUKYy [148].

JaspHelas AUarHOCTHKA (3HJOCKOIMYECKOe HCCIefo-
BaHue XXKT, KT, MPT, anruorpadusi, kaTetTepusaius cepAala,
M3MepeHUe JaBJieHUsl B BOPOTHON BeHe C OIpejiesleHUEM
rpafiieHTa e4eHOYHOr0 BEeHO3HOTO JjaBJeHUs1 — I10 OT/ieJIb-
HOCTH WJIM B COYETAHUH) MOXeT TpeboBaThCs IMOO0 MPHU Ha-
JINYMH OYAroBbIX NIOBPEX/AEHUH NeYeHH, JIMOO0 NPHU TAXKENbIX
CM 1 uX BJUSAHUY Ha TeMOJJUHAMUKY.

XapaKkTepuCTHKa O0BbEMHBIX 06pPAa30BaHUM INe4YeHH Ha
¢one HI'T MoxkeT ObITh c/leJlaHa HEMHBA3UBHO My TeM OLIEHKH
3MU/IeMUOJIOTHUYECKHX (2 UMEHHO: BbICOKasl YacTOTa Oo4aro-
BOM y3s10Bo# runepniasuu npu HI'T), ka1MHUYecKUx U J1a6o-
PaTOPHBIX AAHHBIX (BKJ/II0Yas CEPOJIOrMYECKHE MapKepbl OMy-
xosie#i, renatuta B u C), a TakKe My TeM JIy4eBOM JUATHOCTUKHU
(kak MUHMMYM /IBa MCCJIel0BaHUA: JonmepoBckoe, MPT win
KT — poJkHBI TOKa3bIBaThb M0J03PUTEbHbIE PE3yJbTaThI).
Buoncus nedyenu, TakuM o6pasoM, Heobs3aTeIbHA U A0J/DKHA
CYUTATLCSI PUCKOBAHHBIM METOZOM Yy JII060r0 NanueHTa ¢ Jj0-
Ka3aHHbIMU WM npegnosaraeMbiMu HI'T, yuuTeiBasg BbICO-
Kyto pacnpoctpaHeHHOCTb CM neuenu nmpu HI'T [142, 143].

Juddysnbie CM nedenu BcTpedaroTcs Tosabko npu HI'T,
Y UX HaJIM4Me AO0JDKHO MOJTOJIKHYThb K MOUCKY AUArHOCTH-
yeckux kputepueB HI'T. C CM nedyeHU MOTYT OBIThH CBSI3aHbI
Jpyrue, HaMHOTO 6oJlee peJjKie CUHJPOMbI, HAllpUMep CHH-
ApoM Knunnena—TpeHoHe. MHOXeCTBeHHbIe 0Yaru y3J0Boi
TUIEePIJIasuy WK, B MeHbIlIeH CTelleHH, TUIepBacKyJIspHble
MeTacTa3bl MOTYT BbI3bIBAaTh yBeJHWYEHHE IIe4eHOYHOU apTe-
puu. [locTaBUTh NpaBUJIbHBIN AUAarHO3 NIOMOraeT COYeTaHHe
aHaMHe3a, K/IMHUYeCKHUX U JIyuYeBbIX JaHHbIX IPU OTCYTCTBUU
Apyrux kputepues HI'T.

JleueHue

B HacTosiiiee BpeMs npu 6eccuMITOMHbIX CM neyeHU jieyeHHe
He pekoMeH/yeTcs. OHAKO NalueHTaM C CHMIITOMAaTUYECKUMU
CM Heo6X0JMO UHTEHCUBHOE JieueHue 6o B cBsizu ¢ CHBB
(orpaHudeHue COJH, AUYPETUKY, [3-6I0KaTOPBI, JUTOKCHH, UH-
TUOUTOPBl AHTMOTEH3WHIIpeBpaLammero ¢epMeHTa, aHTH-
apUTMHUYecKUe Cpe/iCTBa, KapAHOBEPCHS UM PaJihoYacTOTHAs
KaTeTepHasl IeCTPYKLHUS), TU60 PH OCJI0KHEHHUSIX TOPTaTbHON
rUnepTeHsuu U 3HUedasonaTuu (Kak peKOMeHJ0BaHO INpHU
Uppo3e), 60 MpU XoIaHruTe (aHTUOHUOTUKH) [142, 143]. Ina
TaKUX [ALMEHTOB BXKHO U MOJJiep>KUBalollee JedyeH e B BUJie
nepeJMBaHUIN KPOBH WJIM Ha3HAYEHHsI PeNapaToB eJie3a pu
aHeMMHU Y 3aKpbITHSA UCTOYHMKA KPOBOTeYEHUs (HOCOBOTO MU
kpoBoTedeHnus U3 XKKT) B ciiyuyae akTUBHOT'O KPOBOTEYEHHUSI.

CielyeT OTMETUTD, YTO NPU OCIOXKHEHHbIX CM mnevyeHU
63 % nanueHTOB AeMOHCTPHUPYIOT MOJIHBIA OTBET Ha Tepa-
nuio, a eme 21 % — vactuyHbid [135]. Takas BeicoKas 4ya-
CTOTa OTBETA JJ0KA3bIBaeT BAXXKHOCTb MHTEHCUBHOTIO MOAX0AA
npyu cuMntToMaTuyeckux CM neyeHu M OCTOPOXKHOTO NOJX0/a
K 60JIBLIUM JIe4eOHBIM MEPOTIPUATHUSIM.

Y nauueHTOB, KOTOpbIE HE OTBEYAIOT HAa UCXOJHYI0 UHTEH-
CUBHYIO TEPANUIO, UMEIOT CMbIC/I UHBA3WBHbIE METO/Ibl, BKJIIO-
yasl TpaHcapTepHaibHyo aMm6osu3annio CM neyenn wiau OTII.
B nuTepatype cyiiecTByeT orpaHH4YeHHOE KOJMYECTBO JAH-
HBIX, TI03BOJISIOIMX PEANOJIOKUTD, YTO OTBET HA NHTEHCHB-
Hoe JiedyeHUe C/le/lyeT OLleHUBaTh B npejeax 6-12 mec. [135].

[lepudepuueckass nostanHass sMmbosausayus CM neyve-
HU — N0-BUJMMOMY, HanboJsiee 3¢ eKTUBHBINA METOJ TPaHC-
apTepHasNbHOTO JIeYeHHs], KOTOpOe MOXXHO NOBTOPATH [149].
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OCHOBHBIM IOKa3aHHEM y 3TUX manueHToB 6Obta CHBB.
OpHako 3HaYWTesbHasA 3aboseBaeMocTb U 10 % cmepTesb-
HBIX OCJIOXKHEHUH HapsAy ¢ MaJJMaTUBHON POJIbIO 3TOH Mpo-
Le/ypbl IpeANnosaraloT 0OCTOPOXKHOCTh B ee UCI0JIb30BaHUU:
ee MOXHO NPeAJIOKUTb TOJbKO NPHU TSKeJIbIX CUMITOMATH-
yeckux CM, Korza TpaHCIJIaHTaLMs He ToKasaHa [142, 143].

OTIl — eAMHCTBEHHbIM paJUKaJbHbIA MeETOJ H3Jjeye-
HUA CM nedenu npu HI'T, nokasaHHBIN NpU HlIeMHUYECKOM
HeKpo3e XeJYHbIX NyTeH, He nojjamileiicsa sedeHno CHBB
U OCJOXXHEHHOW NOpTaJbHOM rumnepTeHsuu [142, 143].
[TocneonepanuonHas cmeptHocTb pu OTII npu HI'T coctas-
as1eT 7-10 %; goarocpoyHasi BBDKUBaeMOCTb IPH 3TOM KoJle-
6sieTcst oT 82 10 92 % [144, 145].

[Ipu o6cnenoBannu nanuenToB ¢ HI'T nepeg OTII o6s13a-
TeJIbHO NMPOBOAAT KaTeTepHU3alMIio MIPaBbIX OTJEJN0B cep/la
JUIsl KCKJIIOUeHUS TsKesl0M jlerouyHol runeprensuu: OTII mo-
eT ObITh BbINTOJTHEHA TOJILKO IPH JIEFOYHOM COCYAHUCTOM CO-
NpoTHBJIeHUU MeHee 240 auH - ¢ - cM° [142].

[lokasaHo, YTO MHTUGUTOpP aHruoreHesa GeBalu3yMab
CHIKaJ UHAEKC PHCKa 3a00JIeBaHUM cepA1a y 24 nalueHTOB C
TsKebIMU CM M BBICOKMM CepleYHbIM BBIOPOCOM, C IMTOJIHBIM
Y 4YaCTUYHBIM 0TBeTOM B 12 1 70 % ciiyyaeB COOTBETCTBEH-
Ho [150]. OzHako, npex /e YeM UCIO0Jb30BaTh GeBalU3yMas,
He06X0AMMO TILATeJbHO B3BECUTh Ba)KHEHIINe MOMEHTBI, B
YaCTHOCTH ero HenpeJckadyeMyto 3¢pPpeKTHBHOCTD U 3HAUYHU-
TEeJBHYI0 TOKCHUYHOCTB, PEBACKYJISPU3ALUI0 110C/Te OTMEHBI
Y Ipo6JieMbl, CBSI3aHHbIe C aHTHOTeHe3-3aBUCUMBIMU peHo-
MeHaMH, TAKUMH KaK 3aKUBJIeHHe paHbl U aHAaCTOMO30B, YTO
MOXeT UMeTb 60Jbllioe 3HaYeHHe [/l MallUeHTOB, KOTOPbIM
TpebyeTcs akcTpeHHas OTII.

[logrpynne nanueHTOB C TsKenbiMu CM nevyenu (IV cra-
JIMH) U BBICOKHUM PHCKOM IIJIOXOTO HCXOZA MOXET ObITh IO-
Ka3aHO NnpoduakTUYecKoe JedyeHHe. B caydae neperpysku
cepAla AJisl NpefoTBpallleHUsl ero nepecTpoOMKU MOXKHO MC-
M0/1b30BaTb HWHTMOUTOPbI AHTMOTEH3WHIIpeBpPallAoLIero
depMeHTa WM KapBeJUJIOJ; IPU OPTAJBHON THIIepTEeH3UU
MOXHO MPeJJIOKHUTD (-6/10KaTOPHBI A5 NTPOPUIAKTHKH KPO-
BoTedyeHUd U3 XKKT — U3 BapuKOo3HO pacClIMpeHHbIX BEH WU
TeseaHruskTasui [135].

Pexkomendayuu

1. HacnencTtBeHHble remMopparnyeckue TeneaHrnakrasum
cnenyeTt NPeanonoXuTb Y NaUMEHTOB ¢ and@y3Heimm CM
neYeHn ¢ 0CNoXHeHaMU unmn 6e3 (A2).

2. O6cnenoBaHue npy CM nevyeHn Heo6XoaNMO:

e nauuweHTam ¢ HI'T ¢ npusHakamu ocnoxHeHnn CM ne-
yeHun (CHBB, acuunT, kpoBoTeyeHune 13 XXKT, xonaHruT,
aHuedanonaTus n 6ptoHas xaba) (Al);

e BCeM naumeHTam ¢ puckom HI'T, nockonbky avarHo3 CM
neyvyeHn 1 onpegeneHve ctagmm SaloT NPenmyLLecTsa B
BUE NPaBUbHOIO Nie4eHns 1 HabmoaeHus (A2).

3. [JonnnepoBckoe uccnepoBaHne — uaeasbHblld ny4eBom
METOZ NEPBOV NMNHUWN AN ANATHOCTUKU U CTaAMPOBAHNA
CM neyeHun. B oTcyTcTBME BO3MOXHOCTM NPOBECTU [OM-
NnJepoBCKOe nccnefoBaHne NoaxoasLen abTepHaTnBon
LN ANarHoCTUKM cumntomatmyeckmux CM nedyeHn Oypet
mynbtudasHasn KT (A1).

4. 3xokapauorpadunyeckoe nccnenoBaHne nokasaHo naum-
eHTaM ¢ CM neyeHun, ocobeHHo Taxenbimu (III-1V ctaans),
npu NepBom oOpaLleHMM U JanbHeENLIeM HabnaeHun,
4YTOObI OTCNEANTb UX BANSIHME HA reMoanHamMuky (B2).

5. bwuoncus nevyeHu:
a) He Tpebyetcsa npy CM neyenu, cBadaHHbIx ¢ HI'T (A1);

6) npy HeobxoaMMOCTM BMONcKMK No APYrUM NpUYUHaAM y
naumeHTa C AMarHoCTUPOBAHHLIM UMW MpeAronarae-
MbIM HI'T HYXXHO y4uTbIBaTh PUCK 60NEE CUMITBHOMO KPO-
BOTEYEHWS MNPY YPECKOXHOM TPAHCKaNCynsipHOM AOCTY-
ne (A1).

6 Y naumeHTta ¢ HI'T 1 06beMHbIMN 06Pa30BaHNSMU NEYEHN
B MEPBYIO o4yepenb crnenyer 00CyauTb 04aroByk Y3/10BYHO
rMnepnias1io N UCMosib30BaTh HEMHBA3MBHbLIE JTy4EBbLIE Me-
TOAbI C KOHTPACTUPOBAHNEM A5t MOATBEPXKAEHNS AMarHo3a
(B1).

7. Tpexae 4em NpuHMMaTb Kakoe-nmbo peLLeHe OTHOCUTESb-
Ho neyeHuss CM neyeHu, n ocobeHHo OTI1, NonesHo NMPOKOH-
CY/NbTUPOBATLCSA C ONbITHLIMK cneupanucTamm no HIT (A1).

8. WHBa3uvBHbIE BBl IeYEHMS NEYEHN CnieayeT paccmarpu-
BaTb TOJIbKO Y 60/bHbIX HI'T, KOTOPbIM HE MOMOrfia UHTEH-
CUBHasa MeaMKkaMeHTo3Hasa Tepanus. lNepen nHBa3MBHOM
Tepanven nokasaHa KOHCynbTauus kapauosnora oyis o6-
cnepoBaHusa n nevyeHns CHBB (B1).

9. TpaHcapTepuanbHyo ambonusaumio npy CM neyexu cne-
OyeT paccmaTtpuBaTh Kak MasiMaTUBHYIO, BPEMEHHYIO U
PUCKOBaHHYIO MpOLeaypy, KOTOPYIO MOXHO MPOBECTU Y
naupeHToB ¢ CHBB vnu 6ptoLHom xaboin, KOTOPbIM He Mo-
kazaHa OTI. XonaHrnonatuio cnenyet cHnuTaTb NPOTUBO-
rnokasaHmeMm K TpaHcapTepuanbHoi ambonusaunm (B2).

10. OTMN HeobxooMmMo paccmaTpuBaTb Kak €AaMHCTBEHHbIN
pagvikanbHbli MeTon, nedeHus npy CM nevyeHu npu He
nogpatowmmMmca neveHnio CHBB mnnm noptanbHon runep-
TEH3UWN 1, B 9KCTPEHHOM MOPSAKE, MPU ULLEMUYECKOM HEe-
Kpo3e xen4yHbix nyten (B1).

CHMHAPOM OGCTPYKIMA CHHYCOUAOB —
BE€HOOKKJ/IIO3UBHAsA 60JIe3Hb NEYEHHU

Cungpom o6erpykuuu cunycouzioB (COC), paHee Ha3bIBaB-
IIMHACA BEHOOKKJ/IIO3UBHOU 60JIe3HbIO, MOPQOJIOTHYECcKH
XapaKTepU3yeTCs HapylUIEHUEM ILeJIOCTHOCTH CTEHOK CHUHY-
cousioB. CHavyasa MOBPEXJEHHbIH 3HJOTEJIUN CUHYCOUJOB
OTCJIaNBAETCs OT CTEHOK (0OHaKeHHe IHA0TeJIHs), TPOUCXO-
JUT 3M060JIM3aLUs KJIEeTKaMU, OHU «CHOJI3AI0T» B IIeHTpaJb-
Hble 30HBbI NMEYEHOUYHBIX JI0JIeK, B JaJbHeHIIeM BO3HHUKAeT
3aCTOMHAsA CHHYCOWa/TbHAsA 06CTPYKIHs, IPENTCTBYIOIAs
KPOBOTOKY. B 3aBUCHMOCTH OT YpOBHSI OGCTPYKI[MH BO3HHU-
KaeT LeHTPOJIO6Y/IIPHbIA HEKPO3 pa3indyHoi ctenenu. COC
TaKXKe MOXET MPOSIBJISAThLCS OJHUM U 60Jiee IPYrux MOBPEX-
JIeHU# NedyeHy, TaKUX KaK LeHTPOJIOOYISIPHBIA TepUCHHYCO-
WJAJbHBIN GUOPO3, IHAOBEHYISAPHBIA GUOPO3, IETHO03 U y3-
JIoBasl pereHepaTUBHAs rUIepILIa3usl.

COC — wu3BeCcTHOe OCJ0XXKHEHHEe BBICOKOJIO3HOM XHMHO-
Tepanuy, NIpUMeHsieMOW MPU TPAHCIJIAHTAIIUK FeMOMO3TH-
yecKuX CTBOJIOBbIX kJeToK (TI'CK). 3ToT cuHApoOM MoxeT
TaK>Ke BbI3bIBATHCsI OOJIBLUIUM KOJUYECTBOM Pa3IUYHbIX TIpe-
MapaToB M TOKCHHOB, BKJIIOYasi HEKOTOPble LUTOCTATHUKH,
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HCIOJIb3yeMble NpPU aJbIOBAHTHOW WM HEOaJbIOBAHTHOH
XUMHUOTEPANUU COJIMJHBIX OMyX0Jied; UMMYHOZENPECCAHThI,
NpUMeHsieMble IPU TPAHCIJIAHTALMKM OPraHOB W BOCHAIH-
TeJIbHBbIX 3a60/ieBaHUsAX KulleuHuka. Kpome Toro, COC Mo-
JKET pa3BUBATbCS HPU 06GJyYeHHUH BCEro TeJsa WU 00JIaCTH
ne4eHU W NMPH NepeUBaHUM TPOMOOIUTHON Macchl HENOJA-
xozsmwen rpynnsl (a6 5). B aTux ycnoBusax COC MoxeT BbI-
3bIBaTh 3HAYUTEJIbHYIO 3a60/1€BA€MOCTh U CMEPTHOCTD [54,
151]. [laTtoreHe3 COC o KOHL|A He yCTaHOBJIEH. BaKHBIM cO-
OGBITHEM HA 3TOM MyTHU CTAJTH MOAEJUPYIOLHEe UCCIeJOBAHUS
Yy KpBbIC, KOTOPBIM JlaBaJld MOHOKPOTaJHUH (aJKaJOuJ Mup-
POJIM3KUAVHA); 3TH 3KCIEPUMEHTHI MOMOIJIH JIy4llle MOHATh
natoreHe3 COC kak Ha MOpP$OIOrUYeCcKOM, TaK U GUOXHMUYe-
CKOM ypoBHe [152].

Yacmoma

MHorue uccieZjoBaHuUs ObLJIM OCHOBAHbI Ha KPUTEPHSIX, CIIELH-
GUYHOCTD ¥ YYBCTBUTENBHOCTb KOTOPBIX CUJIBHO BAPbHPOBAIU
B 3aBHMCUMOCTH OT KOHTeKcTa. Yacrora COC Bo MHOroM omnpe-
JensieTcss GaKTOpaMu pUCKa y MALMEeHTa, PEXXUMOM JieueHHus],
KOJIM4eCTBOM LJUKJIOB XUMUOTEpaNuy, pasjindusiMU B KJIMHUYe-
CKHX U TUCTOJIOTUYECKUX JUarHOCTUYECKUX KPUTEPHUSX.

B nacrosee BpeMs yactora COC npu TI'CK cHu3uIack ¢
50 [153] mo 14 % [154]; aHa/ioTUYHbBIE TOKA3aTeH HabJII01a-
I0TCSl IPU TPAHCIJIAHTAIMK COJIM/JIHBIX OpraHoB. CHMXKeHUe
yactoTbl COC NPUMUCHIBAIOT PA3BUTHI0 NPOPUIAKTHIECKUX
Mep, U36eraHu0 pexuMoB C LUKJI0PochaMUIOM U CHHUXKe-
HUIO 10361 06J1y4eHus Tesa npu TI'CK, a Takke yMeHbIIEHHIO
KCII0/Ib30BaHMA a3aTUONPUHA NPU TPAaHCIJIAHTAL MU COJIUJ-
HbIX opraHoB. OgHako Bbi3biBaTb COC MoOryT U Jipyrue mnpe-
napaTbl ¥ ycja0BUA (cM. Tab. 5). B aTux ciayyasnx yacrora us-
BECTHA B MeHbLIEH CTENEeHHU.

Ta6s1nna 5. OCHOBHBIE IPUYHMHBI CHHAPOMA 0GCTPYKIIUU CHHY-
COUJI0B

e AKTUHOMMUMH D

e AszatmonpuH

e bycynbdaH

e KapmyCTuH

e LinTosunHa apabuHo3ng,

e Lnknodochamng,

e [lakap6a3uvH

e [emTy3ymab o3oramumumH

e  MendanaH

e MepkanTonypuH

e  MwuToumH

e OkcanunnaTuH

e Ankanowgpl NMPpPO30AnaoHa

e VYpertaH

e TepbuHaduH

¢ TpapuMuMOHHbIE NEeKapCTBEHHbIE CPeACcTBa U3 TPaB
e 6-mepkanTonypuH

e  B-TMOryaHuH

e CoCTOsiHME NOocne TpaHCnNaHTauum KOCTHOro Mo3ra
e OO6nyyeHue Bcero Tena

e O6nyyYeHne 06NacTu NeYEHN (BLICOKME [,03bl)

e [lepenuBaHne TPOMOOUMTHOM MacCbl HenoaxoasLwen rpynnbl
KPOBM

KauHuueckas KapmuHa u ucxod

TunuyHass KJIMHUYecKash KapTHHa BKJOYaeT Habop Macchbl
TeJa U3-3a 33J,ePXKKHU XKUJKOCTH C aCLLUTOM UJIM Ge3, TenaTo-
MEeTraJIvIo U 60JIe3HEHHOCTD N1eYeHH NPHU Na/bIIALUH, KEATYXY
[155]. B To e BpeMsi KJIMHH4YeCKasl KAPTHHA MOXeT pa3Jiv-
YaTbCA OT MOJIHOTO OTCYTCTBHUS CUMIITOMOB /IO NPU3HAKOB
MOPTAbHOM rMIEPTEH3UH U TSKEJIOT0 HapylleHUs: QyHKIUH
OpraHoB, KOTOpPOe MOXeT NPUBECTH K CMEPTH.

[pu TI'CK COC HaurHaeTcs B nepBble 20 JHel npu pruMe-
HeHUM uKJIodpochamMuia v no3jHee — MPU APYTUX BUAAX XU-
muoTepanuu. [To TskecTu kanHUdeckoro TedeHus: COC MOXKHO
pasziesTb Ha TpU GOpMBI: JIeTKyI0 (He TpebyeT JieueHHs, Ipo-
XOIUT CAaMOCTOSITEJIbHO), YMEpPEHHY0 (06paTUMOe COCTOSIHHE,
0/IHaKO Tpebyllee JieyeHUs], 0COGEHHO 3a/IePXKKHU KUJIKOCTH)
U TsDKeNylo (cocTosiHMe He yny4duiaetcs yepe3 100 nHeH, He-
CMOTpS Ha JIeYeHHe, MOXKET NPUBECTU K cMepTH). OCHOBHbIE
MoKa3aTeJIH IJ10Xoro ucxo/a (mo 6osbueit yactu npu COC, BbI-
3BaHHOM IMKJI0pOCcPaMHUIOM) — 3TO BBICOKUH OMINPYOUH U
Habop Maccel Tesa. [[pyrue nokasatesyd — IOBBIIIEHNE aKTHB-
HOCTH aMUHOTpaHcepas, BbICOKUH IpaJiueHT Me4eHOYHOIo
BEHO3HOTI'0 /1aBJIeHUs, HapylleHUe GYHKIMY 0Y€eK U MOHOD-
raHHast HeJJOCTaTOYHOCTb. CMePTb OGBIYHO HACTYIAET BCJIEJ-
CTBHE NTOYEYHOH, Cep/ieYHO-Ier0YHOM UM NTe4eHOYHOH HeJo-
craTodHoCTH. CMepTHOCTDL 3a 100 aHel coctaBssieT 9 % npu
Jierkoit popme u noutu 100 % npu Tsoxesom COC.

[Ipy xXUMHOTepanuu OKCAJUIJIATUHOM (MCIIOJIb3yeTcs
JIJIS1 yMEHbIIEHUsI Pa3MEPOB MeTACTAa30B KOJIOPEKTATIbHOIO
paka B neyeHU nepes ux pesekuuei) COC npuBogUT K yXy/[-
IIEHHI0 BUJUMOCTH METAcTa30B NPH JIy4eBbIX UCCIe0BAHHU-
ax [155], ycuneHuto KpoBoTe4ueHUs Ipy onepanuu [156] v Ha-
pyiieHuo GYHKLUU IIeYeHH 0C/Ie OTePalUH UK 3aJieprKKe
pereHepanuy nedyenu [157, 158].

BpemeHnHeie pamku perpeccuu COC U CBSI3aHHBIX Hapylle-
HUM (LLeHTpos106YIsApHbIA GUOpPO3 U y3/10Basi pereHepaTUBHAs
runepiviasus) ocrarTcs HescHbiMU. COC W y3/0Bast pereHe-
paTHBHAs THUIEPIJIa3usd COXPAHAIMCh THCTOJIOTHYECKHU IIPH
2-3TalHOM renaT3KTOMUU 10 TIOBOAY METACTA30B KOJIOPEKTaJlb-
HOT0 pakKa B NeyeHU (Korja onepaunyy Ha edyeH! MPOBOJATCH C
WHTEPBAJIOM B 4-7 HeJl. 63 NPUMEHEHHsI XUMHOTEPANXH B 3TOT
nepuof) [159], a Takxke B psifie cyyaeB, KOTZa BbIMOJHSIUCH
MOBTOpHBIE Ollepalivy Ha IIeYeHH M0 NPUYHHE PeLUJUBOB C UH-
TepBaJIOM HECKOJIbKO Mecs1eB. [lopTanbHas runepTeHsus (oLe-
HHUBaJIach N0 Pa3Mepy CeJie3eHKH) YMeHbIIAIach TOJbKO Yyepe3
1-3 roga nocJe 3aBeplLieHUs] XUMHUOTepauy OKCAIUIIATHHOM
[160]. CregyeT OTMETUTB, UTO B HEKOTOPBIX Cy4asix HabJroAa-
JIOCb COXpaHEHHe WJIM NPOrpecCUpOBaHUe TMCTOJIOTMYECKUX U
KJIMHUYECKUX IPU3HAKOB NOPTa/IbHON I'MIIepTEH3U M.

HecMoTps Ha, kasajsoch 6bl, HeBUHHOe Hadasio npu COC
MOTYT BO3HHUKAaTh OTCPOYEHHbIE OCJHOXHeHHUs. [lpyu «cuH-
JlpoMe MCIIOpPYEeHHOro Macja» MOopTajbHas TUIepTeH3Us
BO3HMKaJIa yepe3 2,5 roja nocjue ynorpebaeHuss Macia; npu
NpUMEHEHUM a3aTHONpPHHA WJIM 6-THOTYyaHHMHA MOpaKeHHe
CUHYCOM/I0B COXPAHAJIOCH IIPU GHUONICHH U CO BpeMEHEM Ipo-
SBJISJIOCH KJIMHUYECKH.

Jluaznocmuka

OTCyTCTBI/Ie Cl'IeLU/I(l)I/I‘lECKI/IX KJIMHUY€CKUX NMPU3HAKOB HJIH
CepoJIOTUYECKUX AUArHOCTHU4Y€CKUX HHCTPYMEHTOB [eJjlaeT
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pacnosHaBanve COC 3aTpygHUTeNbHBbIM. /[MarHo3 B OCHOB-
HOM OIMpaeTCs Ha BBICOKHMH HHJEKC KJIUHUYECKOTO IOJ0-
3peHus Noc/ie UCKIIYeHUs JPYruX NPUYUH, UMUTHPYIOLINX
nofo6Hoe cocTosiHue (TabJi. 6). ITO MPUBOJUT K Pa3/IMYHOU
CTeleHU HeTOYHOCTSM JUarHoCTUKH (noutu y 20 % nanueH-
TOB JMAarH03 He MOXET ObITb C yBEPEHHOCTBIO NOCTABJIEH) U
pHUCKy omM60K. KiiMHUYeckre NpU3HAKH, NO3BOJAIOLME [0-
craBuTh AuarHo3 COC, opunumaibHO onMcaHbl B KPUTEPHUSX,
pa3paboTaHHbIx B CuaTiie U BaaTuMope; uX 4yBCTBUTEJIb-
HOCTb U celiuGUUYHOCTb TOUHO He ONpefiesieHbl, U IpUMeHe-
Hue npu COC pas/sMuHOM 3TUOJIOTMU He OLleHHUBaJoCh. B 3a-
BHCHMOCTH OT pe>XKMMa XMMHUOTepalnuy BO3MO>KHA OTCPOYKa B
passutuu COC nocJie Havyas1a JedeHHUs; HeKOTOpble IPU3HAKH
MOTYT OTCYTCTBOBATh.

[ToBbIlIeHHE YPOBHS OUIMPYOMHA — YYBCTBUTEJbHBIH,
Ho He crienuduyHbiil Mapkep COC. [Ipensiaranu gpyrue mMap-
Kepbl, BKJIIOYasg CbIBOPOTOYHBINA NpOKOJIareH, HHTHOGUTOP
aKTHUBaToOpa IJIa3MHUHOT€Ha 1, KOJMYeCTBO TPOMOOLUTOB
MeHee 167 000/MKJI, BHICOKMH HH/IEKC OTHOLIIEHUS acapTaT-
aMHUHOTpaHcdepasbl K YHUCJIY TPOMOOLMTOB HJH BBICOKYIO
oueHky no FIB-4, HO Bce 0HU NMOKa HE3aBUCUMO He BaJIM/U-
3upoBasuch [161].

OnpezeneHHbIX NPU3HAKOB Y3 A/ paHHeH JUAarHOCTH-
ku COC Takxe He cylecTBYeT. [loNmniepoBCcKoe UCCeJOBaHNe
MO>KeT BbISIBUTb IPU3HAKH NOPTA/JbHON FMIIEPTEH3UH U YBe-
JINYEHUe TeYeH! U cesie3eHKH [162-164]. g AMarHOCTUKHU
COC ucrnosib30Ba/Iu 06paTHBIA KPOBOTOK B BOPOTHOH BeHe U
MOHO}a3HbIM KPOBOTOK B [IeYeHOUYHOH BeHe, HO 3TUM IpHU-
3HaKaM HeJoCTaeT 4yBCTBUTeJbHOCTH [165]. IIpoBeseHue
KT He pekoMeH/I0BaHO H3-3a TOKCUYHOCTH KOHTPACTUPYIO-
mux BewecTs. [Ipy MPT MoxHO yBUieTh Te4eHOUYHbIe BEHbI
Y HepaBHOMEpHOE YCUJIEHHE CUT'HAJIA, COOTBETCTBYIOLIEE TH-
cTosiorndecku Tsxkesomy COC [166-168].

Bosbliyio momollb B MOATBEpXKAEHUHU JHUarHo3a MOXeT
0Ka3aTb TPaHCBIOTY/NspHas GUOICUsI IeYeHU C U3MepeHHeM
rpaJiieHTa JiaBJeHus 3aKJMHMBAHUA B BeHax nedeHu [169,
170]. He3aBUCHMO OT NMPUYUH MATOJOTHYECKHe MPU3HAKH
COC oxuuakoBbl [171]. B 3aBUCUMOCTH OT yPOBHS 0GCTPYK-
LMY BO3HUKAET LIeHTPOJI00YISpHbIN HEKPO3 Pa3/IMYHOM cTe-
neHu. COC MoxeT TakKe NPOABJIATHCA LeHTPOI0OY/ISIPHBIM
NepUCUHYCOUANbHBIM U 3HJ0BEHYJISAPHBIM GUOGPO30M, Ie-
JINO30M U Y3JIOBOM pereHepaTHBHOM rumepruiazued [172].
Kpome mesnosa, Bce 3TH nopakeHUsI MOPQOJIOrHYecKU OT-
JINYAIOTCS OT W3MEHEHUH CHUHYCOWJIOB, HO, I10-BUAMMOMY,
CBsI3aHBI C UX TsKecThlo [169, 172] uiu npe/icTaBIsg0T cO60H
60Jiee o3/ Hee MopakeHHe. OKKJIIO3USA LIeHTPOJI0OYASIPHBIX
BEH BO3HMKAaeT TOJIbKO ¥ 50 % nmanueHTOB C JIETKUM U yMe-
peHHbIM COC, mouTtn y 75 % nauureHTos c TsxenslM COC, pas-
BuBnMcs nocie TI'CK [169], u npuMepHo y 50 % 60/1bHBIX
COC, BbI3BaHHBIM OKCaJIMIIATHHOM [156, 171, 172]. UmeHHO
M03TOMY Ha 3aMeHy BEHOOKKJIIO3UBHOM 60/1e3HU GBI Npe-
soxeH TepMuH COC. UpeckoxxHasi 6UOIICHS 4aCTO MPOTHUBOIIO-
Ka3aHa U3-3a TPOMOOLMTONEeHHH, KoaryJonaTHH UK acLiATa.

HecMmoTps Ha HepaBHOMepHOe paclpejieJieHHe MOBPeX-
nenuit npu COC, maHHble GUOICHU TMeYeHH, N0 COOOIeHH-
sIM, BJIMSIJIA Ha BBIOOp JiedeHHs1 npuMepHo ¥ 90 % marueH-
ToB [173, 174]. CoyeTaHue GUONCUU U reMOJHUHAMHUYECKOU
OLlEHKM IOMOraeT MOBbICUTb OOLIy0 4yBCTBUTEJbHOCTD.
'pafiveHT Ne4eHOYHOTo BEHO3HOro JaBjeHust 6osee 10 MM
PT. CT. UMeeT YYyBCTBUTEJbHOCTb 52 % U cnenuduyHOCTD
91 % c NpOrHOCTHYECKOH LEHHOCTBIO MOJIOKUTEJBHOTO pe-

Ta61una 6. OCHOBHBIE 3a60/1eBaHMA, C KOTOPbIMH A depeH-
LMPYIOT CHHAPOM 06CTPYKIIMM CHHYCOUA0B

e OcTpas peakums «TpaHcrIaHTaT NevyeHn NpPoTMB XO3ANHa»
e NHbekumn neveHn (BUpycHblie, rpnbKoBbIe)
e XonecTas, BbI3BaHHbI CENCMCOM

e [pyrve 3abofieBaHWS MEYEHW, Bbl3BAHHbIE IEKAPCTBEHHLIMU
cpeacTeamMu

e 3aboneaHus cepaua

e [Ipyrve npuvynHbl acumTta

e [lapeHTepanbHOEe NUTaHne

e [emonus

e [loyeyHast HeOOCTaTOYHOCTb

3ysbTaTa Bbllle 85 % npu guarHoctuke COC, BbI3BaHHOTO
TI'CK. HecMoTpsl Ha ycnexu JiydeBbIX TEXHOJIOTHH, TUCTOJIO-
rudeckoe Mccjaef0BaHUe OCTaeTCsl Ha CerofHs ONTUMa/bHbIM
METOJI0OM JJMarHOCTUKH Gubpo3a 1 y3/10BOH pereHepaTUBHOH
runepiuiasuy. C NO3WLMM NMATOJIOTA AUArHO3 y3J0BOM pere-
HEpPaTHUBHOW TUIEPIJa3ud MOXET ObITb HENPOCT U Tpebo-
BaTb OKpaIlWBaHUSA PETUKYJINHOM.

Ilpopunakmuka u sevyeHue

B npodunaktrke COC mosie3HO BbisiBieHHe pAaKTOPOB pHCKa
[161, 175]. K HUM OTHOCATCSA yXe CylLiecTByolMe 60Je3HU
neveHy, sanusof COC B aHaMHe3e (M BbI3BABIUHUM ero pexum
XMUMHOTEpPANHM) U, B KOHTEKCTe JiedeHHUs] COJUAHBIX OIMyXO-
Jlel (B 4aCTHOCTH, METACTa30B B MeYEeHU KOJOPEKTAJbHOTO
paka), OTKJIOHEHHE OT HOPMBI Ilepe/ onepaleld akTHBHOCTH
y-rayTamMuaTpancdepassl, BO3pacT, JKEHCKUH MOJI, 3a/iepxK-
Ka MH/JOLMaHUHa 3eJIeHOTo Ha 15 MHUH, KOJM4YeCcTBO LUKJIOB
XUMHOTepPaNUu U KOPOTKHE NepepbIBbl MEX/JYy OKOHYaHHEM
XUMHUOTepanuu U pesekuueit neyeHu. C puckom COC Takxe
CBSI3aHbl MOJMMOPGU3MBI reHa IIYTaTHOH-S-TpaHCcdepassl
(xopupyeT dpepMeHTbI, KaTaJU3UPYIOIIHe pacnaj, XMMHOTe-
paneBTHYECKUX cpecTB) [176].

CHM)KeHMe MHTEHCUBHOCTH BbICOKOJJO3HOHW XMMMOTepa-
MUH UK BbIGOP peXUMOB ¢ MeHbLIUM puckoM COC HyxHO co-
OTHOCHUTBb C BO3MOXXHbIM CHM)KE€HHEM IPOTHBOOIYX0JIEBOTO
a¢deKTa WK NoABIEHUEM APYTHUX OCI0KHEHUH.

B paHAOMH3MpPOBAaHHOM HCCIeAOBaHUU y JeTel mocje
TICK mnpeumymectBo B mnpodusaktuke COC mpomeMoH-
cTpupoBan Jedu6pOoTH] (CMECh OAHOIEMOYEUHBIX OJIUIO-
Jle30KCUPUOOHYKJIe0TH/0B, BblAeaeHHbIX U3 JIHK cansucroi
KHIlIeYHWKa CBUHEH, CO MHOXeCTBOM HNPOTHUBOTPOMOGOTHYE-
CKUX, UOPUHOIUTUYECKUX U aHTHOTeHHBIX CBOUCTB) [177].
MeTaaHnanus 3¢pdeKkToB renaprHa He BBISBUJI MOJIOXKHUTE/b-
HBIX pe3ysbTaToB [178].

[lokasaHua k JiedeHuro COC 3aBUCAT OT ero KJAMHUYe-
cKoll TspxkecTU. Ha HacTosllee BpeMsl JOCTOBEPHBIX JaHHBIX,
MO3BOJISIOIIUX AaTh PEKOMeHJaluu, He cylecTByeT [179].
Jleyenne COC ocHOBbIBaeTCs IIaBHBIM 06pa3oM Ha Mojfep-
YKUBAIOILEH Tepanuu, 60pb6e ¢ 3aePrKKOH XKHUAKOCTH, CETCH-
COM M OPraHHOM HeJ0CTAaTOYHOCThIO. XMPyprudyeckoe ILIyH-
TupoBaHue, TBIIII 1 TpaHcnaHTanyd Ne4eHy NPUMEHAINCh
B OT/ZeJIbHBIX CJy4asiX KaK CpeACTBO crnaceHusl. Heo6xoauMbl
JIOTIOJIHUTe/IbHbIEe JaHHble U IPOCIEeKTUBHbBIE UCC/IeJOBaHHUS,
YTO6BI C YBEPEHHOCTBIO ONPEJEJUTD IIEeHHOCTb 3THUX MOJXO0-
noB npu COC. TpaHcniaHTaLus eYeHH, 0JHAKO, OTpaHUYeHa
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CONYTCTBYIOUIMM 3JI0KAaYeCTBEHHBIM MPOLECCOM, KOTOPBIi
caM 1o ce6e MOXeT ObITh MPOTHBOIIOKA3aHUEM, M JI0JIKHA
npegnaraTbcsl TOJIBKO INManueHTaM C 6JIaI‘Ol'IpI/IHTHbIM OHKO-
JIOTHYECKUM MPOTHO30M MJIM OTCYTCTBHEM OHKOJIOTHYECKOH
3THOJIOTHH.

Pexomendayuu

1. Cnepyet nmeTb B BUAy BO3MOXHOCTb COC, koraa nopaxe-
HWE NeYyeHn pasBmBaeTCs y naumeHTa, nepeHecwero TICK,
XMMUOTEPaNuio No MOBOAY paka WUiIv MMMYHOCYNPECCHUB-
HYIO Tepanuio Nocsie Nepecagkyi CoNMAHbIX OPraHoB NnMbo
npwn BocnanuTesnbHbIX 3a6oneBaHusx knwedyHnka (B1).

2. COC BO3MOXEH y MauMeHToB ¢ Habopom Macchl Tena (¢
acuuTom unm 6e3), 601e3HeHHON renaToMeranment n en-
TYXOi. HyXXHO MCKNOYUTb ApYr1e YacTble MPUYMHbI 3TUX
CUMMNTOMOB, TaKme Kak CENCuUc, Apyrne Buapl IeKkapCTBeH-
HOW TOKCMYHOCTW, peakumio «TPaHCMAaHTaT NPOTUB X03$1-
nHa» (C1).

3. Y naumeHTOB, KOTOPbIE HE OTBEYAIOT KIIMHUYECKUM KpUTe-
puam COC nnu TpebyioT NCKNIoYeHUsT apyrux 3abonesa-
HWUIA, NCMOJIb3YIOT TPAHCHIOTYSIPHYIO OMOMNCUI0 NEYEHN U
oueHky remoanHamunku (C1).

4. HeobxoaMMo perynsipHoO KOHTPOMPOBATb GaKTOPbl pUcka
COC (B1).

5. Y nauuweHToB, kKoTopbiM 6yayT BbinonHaTe TFCK, nmeet
CMBbICN NPUMEHATb AedubpoTng ans npodunaktukm COC
(B2). Apyrrue mepbl npodunakTnku TpebyoT fanbHenLe-
r0O U3y4YeHUs.

6. /[ns nevyeHns ocnoxHeHui passmsluerocs COC ncnonbay-
10T noaaepXxmBatoLLyto Tepanuto (B1).

IlMppo3 Kak IpOTPOMGOTHYECKOE COCTOSHHE.
O6CTPYKLUA BOPOTHOM BEeHbI

BsedeHue

Tpom6osMboiMyeckue OCJIOXHEHHUS, paHee CYUTaBLIMeCsS
MaJIOBEpOATHBIMM NPU LUPPO3e, B HACTosLlee BpeMs JJOKy-
MeHTa/IbHO 3aduKcupoBaHbl [180, 181] He ToJIBKO B CUCTe-
Me BOPOTHOH BeHbI, HO ¥ B HIDKHUX KOHEYHOCTSIX U B JIETKUX.
HenaBHO y nmanyeHTOB C LIMPPO30M ObLJIO TOKa3aHO CMelle-
HUe PaBHOBeCHs] B CTOPOHY NOBbILIEHHON CBEPTbIBa€MOCTH,
M0-BUJUMOMY, 3a CYeT yBeJdueHUs1 ypoBHs ¢akTopa VIII
(cBepThIBaloOllee JeHCTBHE) B COYETAHHUU CO CHIKEHHBIM
ypoBHeM mnpoTerHa C (IpoTHBOCBepThIBawllee JeiCTBUE)
[182]. 3Tn npu3Haku 4acTo BCTPEYAIOTCS NMPU [IUPPO3€ U MO-
I'YT OO'BSCHATbH MOBBIIIEHHBIH PUCK TPOMOG0O3MOGOJIMYECKUX
OCJIO)KHEeHHMH. JTa HoBas KOHLEMNLHUsS JONycKaeT JedyeHHe
aQHTHUKOATy/ISIHTaMH THUIa renapuHoB uau ABK npu Tpom6o3e
y MallMeHTOB C LUPPO30M, XOTsI paHee 3TH NpenapaTel CYATa-
JINCh IPOTHUBONOKA3aHHBIMH.

Yacmoma u pacnpocmpanenHocms TBB npu yuppo3se

TBB — caMoe 4acToe U3 TPOMOOTUYECKHX OCJIOKHEHUH IIUp-
p03a; pacIpoCcTpaHeHHOCTh ero Kosebsercd oT 2,1 g0 23,3 %

(cyna mo omyGJMKOBAaHHBIM CJy4asM KacaTesJbHO KaHAWJaA-
TOB Ha TpaHcmiaHTanuto 6e3 'IP) [183]. YacToTa 3a roa co-
crtaBuia 7,4 u 11 % B ByX KOTOPTHBIX UCCJIeOBAHUSAX COOT-
BeTCcTBeHHO [184, 185]. Cpein HacesieHUs B LieJIOM Hajld4yue
LMpPO3a CBSI3aHO C OTHOCUTEJIbHBIM PUCKOM 7,3 [J1s1 pa3BUTHSA
TBB B 0TCyTCTBHE 3J10Ka4eCTBEeHHBIX HOBOOOpa3oBaHui [186].

KauHuveckas KapmuHa

TpoM603 BOPOTHOH BeHBI Y MALUEHTOB C LIUPPO30M OOBIYHO
npoTeKaeT 6eCCUMITOMHO U 06HapYyKUBAeTCs NPY 04epeJHOM
Y3U. OxpHako 6biBaeT, yTo TBB puarHocTHpyeTcs ciaydaiiHO
npu gekomneHcauuu neyenu. [lokaszano, yto TBB He3aBucrumo
CBSI3aH C NOBBIILIEHHBIM PUCKOM KPOBOTEYEHHUS U3 BAPUKO3HO
pacIlMpeHHbIX BeH, Heyjauyed 3HJJ0CKONMUYECKOW OCTaHOBKU
KpPOBOTEYEHHUS] U MOBTOPHBIMU KPOBOTEYEHHUSIMH, YTO MOBbI-
IIAeT 6-HeZlebHY0 cMepTHOCTb (36 % npu TBB vs 16 % 6Ge3
Hero) [187-189]. Ecsii TpoM6 mpo/jo/nKaeTcsl B BEPXHIO GPbI-
YKEeyHyI0 BeHy, MOBbIIIAeTCs PUCK MH}ApKTa KUIIEYHUKA U
CBsI3aHHasl ¢ HUM cMepTHOCTb [190]. Englesbe et al. nokazanu
NOBBIILIEHHE CMEPTHOCTH Y NALUEHTOB C IUPPO30M U OKKJIIO-
3uBHbIM TBB, HaxoAMXCA B CIMCKe HA TPaHCIJIaHTALHIo, He-
3aBMCHMO OT BH/I]a TPAHCIJIaHTaTa (OTHOLIEHHe pUCKOB 1,99)
[191]. Bosiee Toro, mo JaHHBIM BCeX ONMyGJMKOBAaHHBIX HC-
caenoBaHui, Hainure TBB 66110 €BS3aHO €O 3HAYMTEJbHBIM
noBellleHueM 1-MecssyHOM M 1-1eTHeH CMepTHOCTH Mocje
TPAHCIUVIAHTALMK NEeYeHH 110 CPAaBHEHUIO C NALUEeHTaMH Ge3
TBB [183]. OgHako 3TO yBeJUYeHHe CMEPTHOCTH OTHOCUJIOCH
TOJIbKO K N0THOMY TBB, 4TO 6bLIO Take MOATBEPXKIEHO HC-
cleIoBaHHMEM PETUCTPAMOHHBIX JaHHbIX [191].

®akmopul pucka

Bo3HHMKHOBEHHE MATOJOTHYECKOro TPOM6G03a ONpeJesseTcs
Hu3MeHeHHeM PU3MOOTHYECKOr0 PABHOBECHS, Peryupyole-
ro JJMHAaMHUKYy CBEPTBIBAaHUS U NPOTHUBOCBEPTHIBAHMUS, KaK Of-
HOTO0 U3 KOMIIOHEHTOB TpuaAbl Bupxosa. [latorenes TBB npu
LIUppO3e, CKOpee BCero, MMeeT MHOroQaKTOPHBIH XapakTep.
B oHOM 13 ucc/ieJ0BaHUH CHUXKEHHE CKOPOCTH KPOBOTOKA 110
BOPOTHOH BeHe ObLJIO CBA3aHO C MOBBILIEHHBIM puckoM TBB
[185]. Bo3aMorkHasi poJsib TPOMGOPUINIECKUX TeHETUYECKUX
JedeKTOB Hcc/lej0Balach B psfie KOrOPT; BBISCHUJIOCH, YTO
yale BCero u3MeHeHUs, o0ycyioBieHHble TBB, BbI3bIBaeT Ba-
pUaHT reHa npotpoMbuHa G20210A [192, 193]. Bosee Toro,
pasButHe TBB cBsi3aHO c GoJiee TSKeJbIM TOPAXKEHUEM Teye-
HU (ksacc C no Yaunay—IIbio), 0Cl0XXKHEHUAMH MOPTaJIbHON
TUNEePTeH3UH U IHAO0CKOIMYECKOH CKJIepoTepanueil BapuKos-
HO pacIIMpeHHbIX BeH NUIEBOA B aHaMHe3e [183].

JluazHocmuka

Junarnos TBB yacto craBuTca npu odepeasom Y3H y nauuen-
TOB 6€3 CHMIITOMOB WJIM IIPH MOSIBJIEHUH IPU3HAKOB JIeKOM-
NeHcalluu NedyeHH. [lONIJIepOBCKOe HCCIe0BaHUE CIYKUT
METO/IOM BbIGOPA; ero YyBCTBUTENIbHOCTb COCTABJISIET OKOJIO
90 % p1s mosiHoro TBB u 50 % — p.1a yactuyHoro [183]. KT u
MPT mo3BoJISIIOT TOYHEE BLISIBUTH MPOAJIEHHE TPOMG03a B Ipy-
rvue BeHbl BHYTPEHHUX OopraHoB. [loka3aHo, 4TO omyxoJieBas
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KiinHu4yeckue pekoMeHJaluu

MHOUIbTPALMA BOPOTHOM BeHBI CBA3aHA C COIYTCTBYIOIUM
['IP, BBICOKMM YpPOBHEM CBIBOPOTOYHOIO O-PeTONpPOTENHA,
pacupeHreM BOPOTHOM BeHbl, yBeJlMdeHHEM TpoMba B apTe-
puasbHYyto dasy BBeAeHUs1 KoHTpacTa npu KT sim6o npu Y3U ¢
KOHTpacToM [194] uiu KpoBOTOKOM apTepHalbHOTO THUIA TPU
JIOTIIIJIEPOBCKOM HccieZioBaHuu [195].

JleueHue

HenaBHee paH0OMH3UpOBaHHOE KOHTPOJIMPyeMOe HCCIle-
JIOBaHMe IOKasa/lo, 4TO JiedeHHe IHOKCAaNapuHOM B Jo03e
4000 ME/cyT B TedyeHHe rozia CioCO6HO MOJHOCTBIO IPEZOT-
BpaTUTh pa3BuTve TBB 6e3 moBbilIeHUsI pHCKa KPOBOTeYe-
Hu [196].

Bo3Mox«Ha moJiHas CMOHTaHHAsl peKaHaJlu3alys BOPOT-
HOU BeHbl, 0CO6EHHO NPU YacTUYHOM Tpom6o3e [197, 198].
Mexzy TeM nmporpeccupoBaHue TPoM603a GbIIO OTMEYEHO Y
48-70 % nanueHTOB Yepe3 2 rozaa HabuoaeHus [197, 199].
JanHble 06 3)PEeKTUBHOCTH AHTHUKOArYJISIHTHOW Tepamuu
s iedeHust TBB ocHOBaHBI Ha 5 KOTOPTHBIX UCC/IEL0BAHUSX
[184,199-202], BkitouaBunx 163 nauueHToB (60JbLIMHCTBO
¢ yactuuHblM TBB), mosyyaBminx pasyinyHble cxembl HMT
nian ABK. YacToTa BocCTaHOBJIEHUS TPOXOAMMOCTH KoJieba-
Jack oT 55 10 75 % co cpegHUM MHTepBaioM 6 Mec. UHTepBan
BpEMEeHM MeX/y I0CTaHOBKOM aAuarHo3a TBB v HayasoM an-
TUKOAryJITHTHON Tepalluu MeHee 6 Mec., 10-BUJUMOMY, SIBJISI-
eTcst HauboJiee BaXKHbIM NIPOTHOCTUYECKUM GaKTOpPOM Bepo-
SITHOCTH OTBeTa Ha 3Ty Tepanumw [199]. [Ipu npekpalieHuu
AHTHKOAry/JSIHTHOW Tepalnuu BCKOPe MocJie BOCCTaHOBJIEHUS
MPOXOAMMOCTH BOPOTHOH BEHBI peliU B TPOM603a yepes He-
CKOJIBKO MecCsiIieB UMeJT MecTo nodTH B 38 % ciydaeB [201].
JTo Hab/Io/leHue MO03BOJIET NPEeANOJIOXKUTb, YTO NpOojJie-
HHUe aHTUKOAryJsiHTHOW TepamuM IOCJe BOCCTAaHOBJIEHUS
MpPOXOJUMOCTH BOPOTHOW BeHbl MOXeT NpeJoTBpallaTh Mo-
BTOPHBIH TpoM603. KpoBoTeueHus ormedanuck y 9 (5 %) us
163 nanyeHTOB; B 3 c/1y4yasX OHU KOppeJUpOoBaJIy C IOpTajb-
HOW runepTeH3uei. B kooneprupoBaHHOM MCCJIeJOBAaHUM 110-
KasaHa CBsI3b MEX/y YMCJI0M TpoM6oLUTOB MeHee 50 x 10°/.1
Y PUCKOM KpoBoTeueHus [201].

[ pefoTBpallleHUs1 KPOBOTeYeHHUs U3 BAPUKO3HO pac-
LMIMPEeHHBIX BEH JI0 HauyaJ/la aHTUKOATY/JITHTHOM Tepanyuy MOX-
HO MCII0JIb30BaTh [3-6JIOKATOPbI UM JIMTUPOBAHUE JIAaTeKC-
HbIM KoJibLoM. [lokasaHo, yTto npu TBB onpaBmanno TBIILI,
Jlaxke B psijie CJIyyaeB ¢ KaBepHO3HOU TpaHcdopmarnuei [117,
199, 203, 204]. OfHaKo B GOJIBLUIMHCTBE C/y4aeB MOKa3aHUEM
k TBIILI 6611 He TBB kak TakoBOM, a OC/I0KHEHUsI OPTaJlb-
HOU runepreH3uu. TakuM o6Gpa3om, npuMeHuMocTsb TBIIII
ns nedeHus TBB HensBecTHa. TpoMOoTHYECKas: OKKJIIO3US
BHYTPHUIIEYEHOUYHbIX BEeTBEH BOPOTHOH BEeHBbI BBIHYXJAET
npuberaTb K 4pecKoXKHOMY IOJAXOAY, C KOTOPbIM CBSI3aHO
yBeJIMueHHe pucka ocjoxHeHUil [205, 206]. B oxupaHuu
pe3y/IbTaTOB PaHIOMU3UPOBAaHHbIX KOHTPOJIUPYEMBIX HCCIle-
JIOBaHUH KaX/i0e y4pex/eHHe/LleHTp J0J/DKHO BbIpaboTaTh
COGCTBEHHBIN a/irOpyUTM JiedeHus TBB npu nuppo3e Ha 0CHO-
Be CBOEro OMNBITA, 0COOEHHOCTEN HanpaBJeHUs NAKEHTOB U
T. 7. [Ipy pa3pa6oTKe TaKoro aJirOPUTMa cpeiy IPpoYero HyX-
HO YYUTbIBATh, ABJISETCS JIM MAllUeHT KaHAUAATOM Ha TpaHC-
IJIAHTALUIO0 NeYeHH, CTelleHb U NPOTHKEHHOCTb OKKJIIO3UH,
COMYTCTBYIOI|ME COCTOSIHUSA, aHaMHe3 U HaJIuiue OCJIOKHe-
HUU NOPTaJIbHOW FUIEPTEH3UH.

PexomeHdayuu

1. OueHrBaTb NPOXOAMMOCTb BOPOTHOM BEHLI HEOHXOANMO Y
BCEX NMauNeHTOB C LMPPO30M Cpeay KaHanOAaToB UKW NO-
TEHUMANbHbIX KaHOMAATOB Ha TPAHCMAAHTaUMIO MeyeHn
(B2).

2. TlpoTsxeHHOCTb TBB HyxHO onpenensitb ¢ nomoLubio KT
nnn MPT (A1).

3. Y 60nbHbix LUP ncknioyaiot TBB, BbI3BaHHbIN ONYyX01EBLIM
npopacTtaHuem, ¢ nomoubio Y3U ¢ koHTpactom, KT, MPT
mnun 6uoncum Tpomba (A1).

4. Y naumeHtoB ¢ TBB u umppo3om, BO3MOXHO, VUMeEET
CMbIC/T CKPUHUWHI Ha reHeTuvyeckne Tpombodunuyeckme
cocTosHus (B2).

5. AHTMKOArynsHTHYIO Tepanuio BCErga HayduMHaloT nocne
NPoOBeAEHNs COOTBETCTBYIOLLEN MPODUIAKTUKMA KPOBOTE-
yeHunsa n3 XKT (A1).

6. AHTMKOArynsiHTHyl0O Tepanuio B TepaneBTUYECKMX [03ax
Ha3HayaloT Kak MMHUMYM Ha nonroga (B1).

7. MMaumeHtTam ¢ TPOMOO30M BEPXHE OPbIKEEYHON BEHbl C
BO3MOXHOW MLLEMUNEN KNLLIEYHMKA B aHAMHE3E U KaHanaa-
TaM Ha TpaHCMIaHTauUMIo NeYeHN MMEET CMbICS Ha3HavYaTb
MOXW3HEHHYIO aHTUKOArysaHTHYO Tepanuio (C2).

8. Korpga npoxoammocTb BOPOTHOWM BeHbl Npu TBB BoccTa-
HOBJIEHA, aHTUKOAryJISHTHYIO Tepanuio NPOAOIKAIOT eLue
HECKOJIbKO MECSALEB WAW OO0 TPaHCMNaHTauum nevyeHn
(B2).

9. KaHamOaToB Ha TPaHCMIaHTaALMIO NEYEHN C NPOrpeccupy-
iowmm TBB, He OTBEYaIoLMX Ha aHTUKOATYNSIHTHYIO Tepa-
nwio, HanpaensoT Ha TBIML (B2).

AHTHUKOAry/IsiHTHas Tepanus y NaiueHTOB
C mopakeHHeM Ne4yeH!U

lenapuHbl

IIpednocwiaku

B pykoBoAcTBe 10 Hay4YHO 060CHOBAaHHOM KJIMHUYECKOH pak-
THKe AMEepUKaHCKOH KOJIJIErMH MyJbMOHoJIOroB [207] seve-
HUE OCTPBIX TPOMOG03IMOOJHUYECKUX OCI0KHEHHH (BKJIIOYast
TPOM603 IVIy6OKUX BEH, TPOMO0O3MGOJIHIO JIETOUHON apTEPUU U
TBBO [6pbhxeeyHOH, BOPOTHOM U Ne4eHOYHOH]) y NanMeHToB
6e3 nopakeHusl IeueHU PeKOMeH/IyeTCsl HauMHATb C TapeHTe-
paJIbHOr'O0 BBeJleHUA aHTUKoary/nsaHToB. [Ipu atom HMI wiau
¢doHganapuHykc npegnoyturespHee HOT pna B/B niaum n/k
BBe/leHus. YTOOBI IPOSBUTE CBOE IeHCTBHE, BCe 3TH aHTHKOA-
T'YJASTHTBI J0JDKHBI CBA3ATHCS C 3HJOT€HHBIM aHTUTPOMOUHOM.
H®T nocie cBsI3pIBaHUS C aHTUTPOMOHUHOM HeUTpann3yeT Kak
daxkTop Xa, Tak ¥ TpoM6UH, Torga kak HMI u poHpanapunykc
HeUTpa/iu3yloT [J1aBHbIM 06pa3oM dpakTop Xa [208]. HOT BBo-
JIUTCS B OCHOBHOM B/B W TpebyeT J1abopaTOPHOrO MOHHUTO-
pUHra aKTUBUPOBAHHOIO YaCTUYHOIO TPOMGOILJIACTHHOBOTO
BpeMeHH (AYTB). TepaneBTudeckuii nHTepBan HOT' nomkeH B
1,5-2 pasa npesbiliaTh HopManbHoe AYTB. OnHako Tepamnes-
TUYeCKUH UHTepBa/l — He TOYHbIN NOKa3aTeJib, T. K. He TNOA-
TBepXK/JeH KOHTPOJMPyeMbIMU UCC/IeJOBaHUSIMY, a TaKXKe 3a-
BHUCHUT OT peareHTa u/Wid HHCTPYMEHTA, UCI0/Ib3YEMOT0 NMPH
TecTe (He cTaHAApPTU3MpPOBaHbI). TepaneBTHYeCKUH UHTepBa
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AYTB 1,5-2,5 coorBeTcTByeT npumepHo 0,3-0,7 E/l/m anTH-
Xa. B To ke BpeMms, kak u ¢ AUTB, onjeHka aHTU-Xa ellle Jasieka
OT CTaHJApTU3aLMY, I03TOMY ONpeJiesieHHe TepaneBTHYeCcKo-
ro MHTepBaja aHTU-Xa TaKKe 3aTpyJHUTe/NbHO. U3-3a 3THX
OrpaHUYEeHUH U POYHX OCJI0KHEHUH, cBsizaHHbIX ¢ HOT (T. e.
PHUCK renapuH-WHAYLMPOBAHHON TPOMOGOILMTONEHHH, OCTEO-
10p03a U T. 1), 3TOT Npenapar nocreneHHo BbITecHsAeTcsa HMI,
HeCMOTpPSl Ha TO YTO €ro JieHCTBHE MOXXHO JIETKO 0OpaTUTh
NPOTaMHUHA Cy/1bpaTOM.

HMT BBoauTCs /K 1-2 pasa B CyTKU B PUKCUPOBAHHOHN
Jl03e J1s1 TPOMGBONPOPUIAKTHKY U B pacyeTe Ha KUJIOIpaMM
Maccel TeJa — B TepalneBTHYECKUX LeJsx. JlabopaTOpHBIH
MOHHUTOPHHT B IIeJIOM He TpeOyeTcs, HO ero peKOMeHAYIOT
NPOBOJUTH y NALMEHTOB C OXKUPEHHEM, I0YeYHOH HeJoCTa-
TOYHOCTbIO U GepeMeHHOCTbhIO [208]. PoHAaNapUHYKC BBO-
AaT n/k 1 pa3 B cyTKU B GQUKCHPOBAHHOH i03e 6e3 ysiabopa-
TOPHOI'0 MOHUTOPUHTA.

IlayueHmui ¢ nopasceHuem neyeHu

OCHOBHOe oONaceHHe NpH HCIOJb30BAaHUM TeNapHHOB MpPH
[IUppO3€e — 3TO CHIXEHUE aHTUTPOMOHHA, KOTOPOE THUIIHY-
HO /151 TALIMEHTOB C TSXKeJIbIM Mppo30oM. KitoueBoi Bonpoc:
3¢ deKTUBHBI U Ge30macHbl JU QUKCHPOBAHHbIE WJIM pac-
CYMTAHHBIE 110 Macce TeJsa fo3bl HMI npu nuppose Tak xe,
Kak OHM 3¢deKTHBHBI U 6e30MacHb! y NAaLKeHTOB 6e3 mopa-
»)keHus nedeHu? [IpsiMoe cieAcTBUE 3TOrO Bonpoca — Tpeby-
€TCs JIM J1abopaTOPHbIA MOHUTOPUHT NPH JIEYEHUH LIUPPO3a
HMT psia xkoppekuuu fo3bl. OnbiTa BCce elle HeJoCTaTOYHO,
OH OrpaHHUYeH HECKOJbKHMH HepaHJAOMH3UPOBAaHHBIMM HC-
cnepoBaHuAMU (0630p [209]) U uccien0BaHUAMM in Vitro ¢
HCIO0JIb30BaHUEM IJIa3Mbl NMALUEHTOB C LHUPPO30M, MOJY-
yaBmux HMI' [210-212]. BkpaTiie, HepaHAOMU3UPOBaHHbIE
ucceloBaHUs nokasaiy, yto HMI' B ¢pukcupoBaHHOH mpo-
dunakruyeckoit gose 4000 ME/cyT n/k u 6e3 s1abopaTopHO-
ro MOHUTOpPUHTA ObLI 3QPeKTUBEeH U Ge30maceH Y 60MbHBIX
TBB [209]. HccnemnoBaHus in vitro naayd NpPOTUBOPEYUBBIE
pe3y/IbTaThl, KOTOPbIe MOXKHO ONUCATh CIeAYIOIIUM 06pa3oM.
HccnenoBanue aHTHU-Xa He SBJSETCI METOAOM BbIGOpa AJIsS
M3MepeHUsl aHTUKoaryassHTHoro 3a¢dexkra HMI [210, 211].
HanpoTuB, uccieoBaHve BbIpaGOTKH TPOMOHWHA BBITJISIAUT
6oJiee MOAXOAAIMM [ pellleHUsl 3TOH 3aJjaud, HO OHO Ji0-
CTYIIHO He B Ka)XZ0!1 JJabopaTopuu U TpebyeT oLeHKH [212].
HakoHen, myia3ma naiueHTOB C UPPO30M, II0-BUAUMOMY, 60-
Jlee BOCIIPUMMYHMBA K aHTHUKOATyJSHTHOMY 3deKTy, omnoc-
penoBaHHOMy HMI, HeCMOTpst Ha TO YTO Y HUX HU3KHUH ypo-
BeHb aHTUTpPOMOUHA [212]. EfMHCTBEeHHOE POBeJeHHOe Ha
CerojjHsl paHZOMHU3UPOBAHHOE MCC/Ie/JOBaHHE IOKA3bIBAET,
yto HMI' B puKcupoBaHHON NpOPHUIAKTHIECKOH J103e Ge3
JIabopaTOPHOr0 MOHUTOPUHTA 3PPeKTHUBEH U Ge30laceH B
npenoTspaieHu TBB y nanueHToB ¢ upposom [196].

AnmazoHucmol eumamuHa K

IIpednocelaku

ABK — npemnapats! Bbi60opa 11 NPoGUIAKTUKNA UHCYJIbTA U
CUCTEMHOU TPOM603M60IMHY TPU GUOPUIISALIUU NTpesicepAuit
y NMalMeHTOB C MEXaHWYeCKMMH MCKYCCTBEHHBIMHU KJIallaHa-
MU CepAla U s JedeHUs U/Uau npoduIaKTUKH TPOMGO-
3MOO0/IMYECKHX OCJI0KHEHUH 1TOC/Ie IePBOro COObITHA Y NalH-

eHTOB 0e3 nopaxeHus nedenu. ABK — kymapuHonono6HbIe
npenapaThl, KOTOpble HapyIIalT Kap60KCUINPOBaHUE 3aBU-
CUMBbIX 0T BUTaMuHa K $akTOpoB cBepThIBaHUS, TEM CaMbIM
CHIKasi UX aKTUBHOCTb. M3-3a OTHOCHUTEJNBHO Y3KOTO Tepa-
neBTUYecKkoro okHa ABK Tpe6ytoT cTpororo JlabopaTopHOro
MOHUTOPUHTA [J11 KOPPEKL U A03bl U YAepKaHUA NaleHTa
B TepaneBTUYeCKOM HHTepBase [213]. Jlyumee ucciesnoBa-
HHe — OlleHKa npoTpoM6uHoBoro BpemeHu (I1B) c mpeacras-
JleHueM pe3ysabTaToB B Buge MHO. Eciu kopoTko, To MHO —
ato oTHoweHMe [IB y nanuenTa u I[1B B HOopMe, Bo3BeleHHOE B
CTeleHb MeX/YHAPOJAHOr0 HHAEeKca YyBCTBUTebHOCTH (ISI):

MHO = (HBnauueHTa / HBHOpma)ISI'

MexiyHapoAHbBIN UH/IEKC YyBCTBUTENBHOCTH YKA3bIBAETCS
JUIS KQK/A0T0 TPOMOOIJIACTHHA M/WIH KoaryJoMeTpa U Ipej-
CTaBJisieT co60M yros HakJIoHa cooTHoulenus I1B, onpegesnse-
MOTO C TIOMOIIIbI0 CTaHAAPTHOTO U paboyero TpoM6OILIaCTHHA
Y/WJIM KOaryJioMeTpa IJ/1a3Mbl 3/I0pOBBIX JIIO/IeH U NAllUEeHTOB,
crabwinsupoBaHHbiX Ha ABK [214]. Ilo onpegeneHuto mkana
MHO noaxoAuT TOJIBKO AJ1s1 NaeHToB, noJy4vatouux ABK u He
HMMeIIMX HUKaKoro Jpyroro fedekra Koaryasuuu [214]; Bce
JIpyrHe BUJbI KCIOJIb30BaHUS TPEGYIOT BaJUAM3aLUH U, BO3-
MOXHO, MOJUbUKaLMK. [I)1s1 yepKaHUsl ALMEeHTOB B TeparneB-
THYECKOM UHTepBaJie, cooTBeTcTBytomeM MHO 2,0-3,0 (nesb —
2,5), BBINOJIHAIOT KOppeKIuio 10361 ABK.

Ilayuenmol ¢ nopasceHuem neyeHu

OcHoBHOM npo6sieMoit npu Mcnoab3oBaHuu ABK npu nuppo-
3e CJIY>KUT TOT QaKT, uTo ucxogHoe [1B yacTo yaauHeHo. ITO
O3HayaeT, YTO JOCTHXKeHHe TepaneBTHYeCKOro WHTepBaja
TpebyeT, BO3MOXXHO, MeHbIKX /103 ABK, Takum o6pa3om ma-
LMEeHTBI C LUPPO30M MOTYT NOJy4YaThb CIUIIKOM HU3KYIO J103Y.
IJTOT BONPOC He U3y4aJIcs B UCCIeJ0BAaHUAX, U HA CETOfHA Ma-
LIUEeHTOB c uuppo3oM Jieuat ABK B fo3e c pacueToMm Ha MHO
2,0-3,0. Eme oHo omaceHnue, kacatouieeca ABK npu nuppo-
3e — 3T0 npuMeHeHne MHO kak MIKaJbl /1 BEIDa>KeHUA pe-
3yspraToB [1B. Kak mokasaHo He3aBUCHMBIMH rpynnamu (06-
30p [215]), o6b1yHbIN MHO (316ce — MHO-ABK) He noaxoauT
JUIs1 GOJIBHBIX C LIUPPO30M U, C/1efiloBaTe/]bHO, He MOXeT MHU-
HHUMM3MPOBATh pa3Hoobpasue 3HaueHUt MHO, nosyyaeMbIx
B J1abOpaTOpHsAX, MCIOJb3YIOLIUX Pa3JHU4Hble TPOMOOINJIA-
ctunbl. [loatomy MHO-ABK, nosiyyeHHBIH B /110601 B3TON
J1abopaTopyH, MOXKET JEeMOHCTPUPOBATD UM HET PeabHbIN
aHTHUKOAry/NsHTHBIN 3¢ deKT, focTuraeMslil cnenuouyeckoi
[10301. AJIbTEpHATUBOM 3TOH I1lIKaje MOXET CTaThb MOAUDU-
yrpoBaHHbIM MHO, NpUTroAHBIN A/ NALMEHTOB C LLUPPO30M
(MHO-nedens), KoTOpbId yxe pa3paboTtaH [215], HO He u3-
y4eH HU Ha POJIb B OlleHKe BbIXKMBAEMOCTH OOJIbHBIX C [IUPPO-
30M, HY Ha MOHUTOPHUHT GOJIBHBIX € IIUppo3oM Ha ABK.

Ipsimble aHmukoazyAsiHmMyl 045 npuema 8Hympb

JTo mpemnapathl, KoTopble (B oTinure oT ABK) HampaBieHHO
JeACTBYIOT Ha crnenuduyecKre aKTUBHPOBaHHbIe (GaKTOPBHI,
TakHe Kak TPpOM6UH (maburaTtpan) uiu ¢akrop Xa (puBapo-
KcabaH U anukcabaH), 6e3 yyacTyss aHTUTPOMOHUHA WM Kap-
GOKCHIMpPOBaHUs. [IpsiMble aHTHKOAryJsSHTBI AJs NpUeMa
BHYTPb JIMIIEH3UPOBaHbI /151 IPUMEHEeHUs TPU QUG PUILIALIH
npejcepiuid U AJs JiedeHUs W/WJIM NMPOPHUIAKTHKHA TPOM-
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KiinHu4yeckue pekoMeHJaluu

603M60/IMYEeCKUX OCJIOKHeHUH (0630p [216]). IanueHTOB C
[UPPO30M HaMepEeHHO UCKJIIYaIU U3 ucciaegoBanuii 111 pasbl
(XOTs1 TeOpeTHYECKH 3TH IIpenapaThbl MOI'YT UMETb HEKOTOpoe
npeuMylllecTBO Nepef remapruHamMu u ABK), u notomy B Ha-
cTosllllee BpeMsl UHOopMaL sl 110 3STOMY BONPOCY OTCYTCTBYET.
[1aBHOE MperMy1ecTBO MPSAMBIX aHTUKOATYJISHTOB JJisl IpHU-
eMa BHYTpb B TOM, YTO OHH He TPe6GYIT KOPPEKIHH O3Bl 110
JIabOpaTOPHBIM JaHHBIM, II03TOMY Bomnpoc BaaugHoctd MHO
B 3TOM CJlyyae HeakTyasieH. HejaBHO nocTymnuiio cooblieHue,
YTO JledeHHe PHUBAPOKCabaHOM MOXET BbI3bIBaTb TsKesoe
CUMIITOMaTU4YecKoe NOBpexaeHue nedyeH [217]. Takum 06-
pasoM, oKa He NMPOBe/ieHbl KJIMHUYeCKHe UCCIe/l0BaHNts, OT-
HOCHTBCSI K 3STUM NpenapaTaM cje/lyeT C OCTOPOXKHOCTBIO.

Pexomendayuu

¢ HedpakuMOHMPOBaAHHLIA _renapuH cregyetr npu-
MeHsiTb C JJabopaTOpPHbIM MOHUTOPUHIOM, WCMONb3yS
nokasartens AYTB anga koppekumu O03bl U TepanesTu-
4ecKoro MHTepBana, HanpaBfIEHHOrO Ha YAJIMHEHVE B
1,5-2,5 pa3a cBepx Hopmbl (C2), y4ynTbiBas Npu 3TOM,
4YTO TepaneBTUYECKUI MHTEpBan MOXET BapbMpOBaTb
Mexay ueHTpamu B 3aBUCMMOCTM OT WCMONb3YEMOro
peareHTa. JJONoJIHUTENbHbIN MOMEHT COCTOUT B TOM, 4TO
npu umppo3se ncxogHoe A4TB yacTo 6onblue Mo cpaBHe-
HWIO C HOPMOA, @ 3Ha4uT, fo3a HPI ByneT 3aHmxeHa. Mo
yKa3aHHbIM Bbille npuinHam HPI, BeposiTHO, He nokasaH
npu LMppo3e.

e  Hu3KoMoOneKynsipHblii renapuH MOXHO MCMONb30BaTh
B (DUKCUPOBAHHOW WM PaCCYUTAHHOM MO Macce Tena
[ose ans npodunakTukn unm nedveHus 6e3 nabopa-
TOPHOr0 MOHUTOPWUHra. N3 orpaHnM4eHHOro Ha CerogHs
onbITa CNneayeT, YTO TeCT Ha dakTop Xa npu umppose He
ABNSIETCS NnokasaTenemM peasbHOro aHTMKOarynsiHTHOro
addekTa. NauneHToB C OXXMpEeHNEM, NOYEYHON HeQoCTa-
TOYHOCTbIO U BO BPEMSI GEPEMEHHOCTU HYXXHO TLLATENBHO
1 perynapHo Habnoaateb. Nx Takke obyyaloT HeMeasieH-
HO coobLaTb O NoObIX NPU3HaKax, KOTOPbIe MOryT yka-
3blBaTb HAa HEXenaTenbHbIe aBneHus (C2).

e  AHTaroHucTbl BUTaMmuHa K Hy>XHO NpPUMEHATbL C pery-
NSIpHLIM 1abopaTopHLIM MOHUTOPUHIoM ¢ MHO, Hanpas-
JIEHHbIM Ha TepaneBTudyecknin nHtepsan 2,0-3,0. MNpu
3TOM cllefyeT UMeTb B BUAY OrpaHuWyeHus, npucyLime
9TON WKane npu umppose: 3HadyeHme MHO MoxeT He OoT-
paxaTtb peanbHOro aHTMKoarynaHTHoro agdekTa, a pe-
3ynbTaTbl MOFYT PA3HUTLCSA Mexay LieHTpamu (C2).

e Tpepynpexpaenue. MNpexae Yem BbibMpaTb METOL, aH-
TUKOArynsiHTHON Tepanun, Heo6X0AMMO TLLATENBHO OLLe-
HUTb COOTHOLLEHME PUCKa/MPEUMYLLECTBA A AAHHOIO
naumeHTa. dakTopamy pucka KpPOBOTEYEHUSI CIYXUT
BapUKO3HOE paclUMpeHVe BEH NuLLIeBoaa (He NpoJieyeH-
HOe nepep, Ha3HAYeHVNEM aHTUKOArysisHTOB) U TsXkenas
TpomboumToneHus (C2). Bua n onutenbHOCTb aHTUKoa-
ryNSHTHOW Tepanuu 06CyXAalTcs B COOTBETCTBYOLLMX
paspenax aTux pekoMeHOALUNNA.

Byayimiue KJIMHUYECKUE HCCIeL0BaHUSA

Jnsa oueHkH 3PPeKTUBHOCTH M Ge30MaCHOCTH, O0COGEHHO
HMI, ABK 1 npsiMbIX aHTUKOAryJsHTOB [JI IpMeMa BHYTpb,

Opv LUppo3e TpeOylTCAd paHAOMHU3UPOBAHHBbIE HCCIE/O-
BaHuA. [/ MallMeHTOB C LIUPPO30M, MOJYyYaKOLIUX JedyeHne
HMT unu ABK, Heo6xoauMoO pa3paboTaTh U YTBEPAUTD ajlb-
TepPHATHUBHbIN JIA60PATOPHBIM MOHUTOPUHT.

KoH}IUKTHI HUHTEpECOB

ABTOpr, NpUHUMaBIIHME y4aCcTUe B HACTOALLEeM HCCIeOoBa-
HWH, 3adBJIAKOT 06 OTCYTCTBUH KOHq)J'II/IKTOB HHTEepecoB B OT-
HOILIEHHH (1)I/IH8HCI/IpOBaHI/Iﬂ W HallUCAaHUA CTATbU.
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JlutepaTtypa

[1] Janssen HL, Garcia-Pagan JC, Elias E, Mentha G, Hadengue A,
Valla DC. Budd-Chiari syndrome: a review by an expert panel. |
Hepatol 2003;38:364-371.

[2] Darwish MS, Plessier A, Hernandez-Guerra M, Fabris F, Eapen
CE, Bahr M]J, et al. Etiology, management, and outcome of the
Budd-Chiari syndrome. Ann Intern Med 2009;151:167-175.

[3] Plessier A, Darwish MS, Hernandez-Guerra M, Consigny Y, Fabris
F, Trebicka ], et al. Acute portal vein thrombosis unrelated to cir-
rhosis: a prospective multicenter follow-up study. Hepatology
2010;51:210-218.

[4] Denninger MH, Chait Y, Casadevall N, Hillaire S, Guillin MC, Bezeaud
A, et al. Cause of portal or hepatic venous thrombosis in adults: the
role of multiple concurrent factors. Hepatology 2000;31:587-591.

[5] Valla D, Casadevall N, Huisse MG, Tulliez M, Grange ]JD, Muller
0, et al. Etiology of portal vein thrombosis in adults. A pro-
spective evaluation of primary myeloproliferative disorders.
Gastroenterology 1988;94:1063-1069.

[6] Mohanty D, Shetty S, Ghosh K, Pawar A, Abraham P. Hereditary
thrombophilia as a cause of Budd-Chiari syndrome: a study from
Western India. Hepatology 2001;34:666-670.

[7] Uskudar O, Akdogan M, Sasmaz N, Yilmaz S, Tola M, Sahin B.
Etiology and portal vein thrombosis in Budd-Chiari syndrome.
World ] Gastroenterol 2008;14:2858-2862.

[8] El-Karaksy H, El-Raziky M. Splanchnic vein thrombosis in the
mediterranean area in children. Mediterr ] Hematol Infect Dis
2011;3:e2011027.

[9] Middeldorp S, van Hylckama Vlieg A. Does thrombophilia test-
ing help in the clinical management of patients? Br ] Haematol
2008;143:321-335.

[10] Janssen HL, Meinardi JR, Vleggaar FP, van Uum SH, Haagsma EB,
Der Meer FJ, et al. Factor V Leiden mutation, prothrombin gene
mutation, and deficiencies in coagulation inhibitors associated
with Budd-Chiari syndrome and portal vein thrombosis: results
of a case-control study. Blood 2000;96:2364-2368.

[11] Smalberg]JH, Darwish MS, Braakman E, Valk PJ, Janssen HL, Leebeek
FW. Myeloproliferative disease in the pathogenesis and survival of
Budd-Chiari syndrome. Haematologica 2006;91:1712-1713.

[12] Primignani M, Martinelli I, Bucciarelli P, Battaglioli T, Reati R,
Fabris E, et al. Risk factors for thrombophilia in extrahepatic por-
tal vein obstruction. Hepatology 2005;41:603-608.

[13] Leebeek FW, Lameris ]S, van Buuren HR, Gomez E, Madretsma S,
Sonneveld P. Budd-Chiari syndrome, portal vein and mesenteric vein
thrombosis in a patient homozygous for factor V Leiden mutation
treated by TIPS and thrombolysis. Br ] Haematol 1998;102:929-931.

108 Journal of Hepatology 2016 vol. 64 | 179-202



(14]

[15]

[16]

(17]

(18]

(19]

[20]

[21]

[22]

(23]

[24]

[25]

[26]

(27]

(28]

[29]

[30]

(31]

(32]

JOURNAL OF HEPATOLOGY. Pycckoe nsnanme + TOM 2 - HOMEP 1

Smalberg JH, Kruip M], Janssen HL, Rijken DC, Leebeek FW,
de Maat MP. Hypercoagulability and hypofibrinolysis and
risk of deep vein thrombosis and splanchnic vein thrombosis:
similarities and differences. Arterioscler Thromb Vasc Biol
2011;31:485-493.

Dentali F, Galli M, Gianni M, Ageno W. Inherited thrombophilic
abnormalities and risk of portal vein thrombosis. a meta-analy-
sis. Thromb Haemost 2008;99:675-682.

Miyakis S, Lockshin MD, Atsumi T, Branch DW, Brey RL, Cervera
R, et al. International consensus statement on an update of the
classification criteria for definite antiphospholipid syndrome
(APS).] Thromb Haemost 2006;4:295-306.

Martinelli I, Primignani M, Aghemo A, Reati R, Bucciarelli P,
Fabris F, et al. High levels of factor VIII and risk of extra-hepatic
portal vein obstruction. ] Hepatol 2009;50:916-922.

Raffa S, Reverter JC, Seijo S, Tassies D, Abraldes ]G, Bosch ], et al.
Hypercoagulability in patients with chronic noncirrhotic portal
vein thrombosis. Clin Gastroenterol Hepatol 2012;10:72-78.
Marchetti M, Castoldi E, Spronk HM, van Oerle R, Balducci D,
Barbui T, et al. Thrombin generation and activated protein C re-
sistance in patients with essential thrombocythemia and poly-
cythemia vera. Blood 2008;112:4061-4068.

Tripodi A, Primignani M, Lemma L, Chantarangkul V, Mannucci
PM. Evidence that low protein C contributes to the procoagulant
imbalance in cirrhosis. ] Hepatol 2013;59(2):265-270.

Kiladjian J], Cervantes F, Leebeek FW, Marzac C, Cassinat B,
Chevret S, et al. The impact of JAK2 and MPL mutations on diag-
nosis and prognosis of splanchnic vein thrombosis: a report on
241 cases. Blood 2008;111:4922-4929.

Colaizzo D, Amitrano L, Tiscia GL, Grandone E, Guardascione
MA, Margaglione M. A new JAK2 gene mutation in patients
with polycythemia vera and splanchnic vein thrombosis. Blood
2007;110:2768-2769.

Chait Y, Condat B, Cazals-Hatem D, Rufat P, Atmani S, Chaoui D, et
al. Relevance of the criteria commonly used to diagnose myelo-
proliferative disorder in patients with splanchnic vein thrombo-
sis. Br ] Haematol 2005;129:553-560.

Smalberg JH, Arends LR, Valla DC, Kiladjian J], Janssen HL,
Leebeek FW. Myeloproliferative neoplasms in Budd-Chiari
syndrome and portal vein thrombosis: a meta-analysis. Blood
2012;120:4921-4928.

Janssen HL, Leebeek FW. JAK2 mutation: The best diagnostic tool
for myeloproliferative disease in splanchnic vein thrombosis?
Hepatology 2006;44:1391-1393.

Campo E, Swerdlow SH, Harris NL, Pileri S, Stein H, Jaffe ES.
The 2008 WHO classification of lymphoid neoplasms and be-
yond: evolving concepts and practical applications. Blood
2011;117:5019-5032.

Klampfl T, Gisslinger H, Harutyunyan AS, Nivarthi H, Rumi E,
Milosevic JD, et al. Somatic mutations of calreticulin in myelo-
proliferative neoplasms. N Engl ] Med 2013;369:2379-2390.
Nangalia ], Massie CE, Baxter EJ, Nice FL, Gundem G, Wedge DC,
et al. Somatic CALR mutations in myeloproliferative neoplasms
with nonmutated JAK2. N Engl ] Med 2013;369:2391-2405.
Turon F, Cervantes F, Colomer D, Baiges A, Hernandez-Gea V,
Garcia-Pagan JC. Role of calreticulin mutations in the aetiological
diagnosis of splanchnic vein thrombosis. ] Hepatol 2015;62:72-
74.

Plompen EP, Valk PJ, Chu I, Darwish MS, Plessier A, Turon E
et al. Somatic calreticulin mutations in patients with Budd-
Chiari syndrome and portal vein thrombosis. Haematologica
2015;100(6):e226-e228.

Landolfi R, Di GL, Falanga A. Thrombosis in myeloprolifera-
tive disorders: pathogenetic facts and speculation. Leukemia
2008;22:2020-2028.

Ziakas PD, Poulou LS, Rokas GI, Bartzoudis D, Voulgarelis M.
Thrombosis in paroxysmal nocturnal hemoglobinuria: sites,

Journal of Hepatology 2016 vol. 64 | 179-202

[33]

(34]

(35]

[36]

[37]

[38]

[39]

[40]

[41]

[42]

[43]

[44]

[45]

[46]

[47]

[48]

[49]

(50]

[51]

risks, outcome. An overview. ] Thromb Haemost 2007;5:642-
645.

Hoekstra |, Leebeek FW, Plessier A, Raffa S, Murad SD, Heller J,
et al. Paroxysmal nocturnal hemoglobinuria in Budd-Chiari syn-
drome: findings from a cohort study. ] Hepatol 2009;54(5):908-
914.

Brodsky RA. Narrative review: paroxysmal nocturnal hemoglo-
binuria: the physiology of complement-related hemolytic ane-
mia. Ann Intern Med 2008;148:587-595.

van Bijnen ST, van Rijn RS, Koljenovic S, te Boekhorst P, de Witte
T, Muus P. Possible high risk of thrombotic events in patients
with paroxysmal nocturnal haemoglobinuria after discontinua-
tion of eculizumab. Br ] Haematol 2012;157:762-763.
Bayraktar Y, Balkanci F, Bayraktar M, Calguneri M. Budd-Chiari
syndrome: a common complication of Behcet's disease. Am ]
Gastroenterol 1997;92:858-862.

Justo D, Finn T, Atzmony L, Guy N, Steinvil A. Thrombosis associ-
ated with acute cytomegalovirus infection: a meta-analysis. Eur ]
Intern Med 2011;22:195-199.

Kochhar R, Masoodi [, Dutta U, Singhal M, Miglani A, Singh P, et al.
Celiac disease and Budd Chiari syndrome: report of a case with
review of literature. Eur ] Gastroenterol Hepatol 2009;21:1092-
1094.

Valla D, Le MG, Poynard T, Zucman N, Rueff B, Benhamou JP.
Risk of hepatic vein thrombosis in relation to recent use of
oral contraceptives. A case-control study. Gastroenterology
1986;90:807-811.

Amitrano L, Guardascione MA, Scaglione M, Pezzullo L,
Sangiuliano N, Armellino MF, et al. Prognostic factors in non-
cirrhotic patients with splanchnic vein thromboses. Am ]
Gastroenterol 2007;102:2464-2470.

Spaander MC, Hoekstra ], Hansen BE, van Buuren HR, Leebeek
FW, Janssen HL. Anticoagulant therapy in patients with non-cir-
rhotic portal vein thrombosis: effect on new thrombotic events
and gastrointestinal bleeding. ] Thromb Haemost 2013;11:452-
459.

Condat B, Pessione F, Hillaire S, Denninger MH, Guillin MC,
Poliquin M, et al. Current outcome of portal vein throm-
bosis in adults: risk and benefit of anticoagulant therapy.
Gastroenterology 2001;120:490-497.

Plessier A, Rautou PE, Valla DC. Management of hepatic vascular
diseases. ] Hepatol 2012;56:525-S38.

Tait C, Baglin T, Watson H, Laffan M, Makris M, Perry D, et al.
Guidelines on the investigation and management of venous
thrombosis at unusual sites. Br ] Haematol 2012;159:28-38.
Baglin T, Gray E, Greaves M, Hunt BJ, Keeling D, Machin S, et al.
Clinical guidelines for testing for heritable thrombophilia. Br ]
Haematol 2010;149:209-220.

Hoekstra ], Bresser EL, Smalberg JH, Spaander MC, Leebeek
FW, Janssen HL. Long-term follow-up of patients with portal
vein thrombosis and myeloproliferative neoplasms. ] Thromb
Haemost 2011;9:2208-2214.

Marchioli R, Finazzi G, Specchia G, Cacciola R, Cavazzina R,
Cilloni D, et al. Cardiovascular events and intensity of treatment
in polycythemia vera. N Engl ] Med 2013;368:22-33.

Plessier A, Valla DC. Budd-Chiari syndrome. Semin Liver Dis
2008;28:259-269.

Hernandez-Guerra M, Turnes ], Rubinstein P, Olliff S, Elias E,
Bosch ], et al. PTFE-covered stents improve TIPS patency in
Budd-Chiari syndrome. Hepatology 2004;40:1197-1202.
Darwish MS, Valla DC, de Groen PC, Zeitoun G, Haagsma
EB, Kuipers EJ], et al. Pathogenesis and treatment of Budd-
Chiari syndrome combined with portal vein thrombosis. Am ]
Gastroenterol 2006;101:83-90.

Moucari R, Rautou PE, Cazals-Hatem D, Geara A, Bureau C,
Consigny Y, et al. Hepatocellular carcinoma in Budd-Chiari syn-
drome: characteristics and risk factors. Gut 2008;57:828-835.

109




KiinHu4yeckue pekoMeHJaluu

(52]

(53]

(54]

[55]

[56]

(571

[58]

[59]

[60]

[61]
[62]

[63]

[64]

[65]

[66]

(67]

[68]

[69]

(70]

[71]

110

Plessier A, Sibert A, Consigny Y, Hakime A, Zappa M, Denninger
MH, et al. Aiming at minimal invasiveness as a therapeutic strat-
egy for Budd-Chiari syndrome. Hepatology 2006;44:1308-1316.
Seijo S, Plessier A, Hoekstra ], Dell’Era A, Mandair D, Rifai K, et al.
Good long-term outcome of Budd-Chiari syndrome with a step-
wise management. Hepatology 2013;57:1962-1968.

DeLeve LD, Valla DC, Garcia-Tsao G. Vascular disorders of the
liver. Hepatology 2009;49:1729-1764.

Rautou PE, Douarin L, Denninger MH, Escolano S, Lebrec D,
Moreau R, et al. Bleeding in patients with Budd-Chiari syndrome.
] Hepatol 2011;54:56-63.

Chagneau-Derrode C, Roy L, Guilhot ], Gloria O, Ollivier-
Hourmand I, Bureau C, et al. Impact of cytoreductive therapy on
the outcome of patients with myeloproliferative neoplasms and
hepatosplanchnic vein thrombosis., 58 ed 2013. p. 857A.
Sharma S, Texeira A, Texeira P, Elias E, Wilde ], Olliff SP.
Pharmacological thrombolysis in Budd Chiari syndrome: a sin-
gle centre experience and review of the literature. ] Hepatol
2004;40:172-180.

Smalberg JH, Spaander MV, Jie KS, Pattynama PM, van Buuren
HR, van den BB, et al. Risks and benefits of transcatheter throm-
bolytic therapy in patients with splanchnic venous thrombosis.
Thromb Haemost 2008;100:1084-1088.

Valla D, Hadengue A, El Younsi M, Azar N, Zeitoun G, Boudet MJ,
et al. Hepatic venous outflow block caused by short-length he-
patic vein stenoses. Hepatology 1997;25:814-819.

Han G, Qi X, Zhang W, He C, Yin Z, Wang ], et al. Percutaneous
recanalization for Budd-Chiari syndrome: an 11-year retrospec-
tive study on patency and survival in 177 Chinese patients from
a single center. Radiology 2013;266:657-667.

Tilanus HW. Budd-Chiari syndrome. Br ] Surg 1995;82:1023-1030.
Zeitoun G, Escolano S, Hadengue A, Azar N, El Younsi M, Mallet A,
et al. Outcome of Budd-Chiari syndrome: a multivariate analysis
of factors related to survival including surgical portosystemic
shunting. Hepatology 1999;30:84-89.

Langlet P, Valla D. s surgical portosystemic shunt the treatment
of choice in Budd-Chiari syndrome? Acta Gastroenterol Belg
2002;65:155-160.

Panis Y, Belghiti ], Valla D, Benhamou JP, Fekete F. Portosystemic
shunt in Budd-Chiari syndrome: long-term survival and factors
affecting shunt patency in 25 patients in Western countries.
Surgery 1994;115:276-281.

Bachet ]B, Condat B, Hagege H, Plessier A, Consigny Y, Belghiti J,
et al. Long-term portosystemic shunt patency as a determinant
of outcome in Budd-Chiari syndrome. ] Hepatol 2007;46:60-68.
Hemming AW, Langer B, Greig P, Taylor BR, Adams R, Heathcote
EJ. Treatment of Budd-Chiari syndrome with portosystemic
shunt or liver transplantation. Am J Surg 1996;171:176-180.
Garcia-Pagan JC, Heydtmann M, Raffa S, Plessier A, Murad S,
Fabris F, et al. TIPS for Budd-Chiari syndrome: long-term re-
sults and prognostics factors in 124 patients. Gastroenterology
2008;135:808-815.

Mentha G, Giostra E, Majno PE, Bechstein WO, Neuhaus P,
0’Grady ], et al. Liver transplantation for Budd-Chiari syndrome:
a European study on 248 patients from 51 centres. ] Hepatol
2006;44:520-528.

Segev DL, Nguyen GC, Locke JE, Simpkins CE, Montgomery RA,
Maley WR, et al. Twenty years of liver transplantation for Budd-
Chiari syndrome: a national registry analysis. Liver Transpl
2007;13:1285-1294.

Rautou PE, Angermayr B, Garcia-Pagan JC, Moucari R, Peck-
Radosavljevic M, Raffa S, et al. Pregnancy in women with known
and treated Budd-Chiari syndrome: maternal and fetal out-
comes. ] Hepatol 2009;51:47-54.

Perarnau M, Bacq Y. Hepatic vascular involvement related to
pregnancy, oral contraceptives, and estrogen replacement thera-
py. Semin Liver Dis 2008;28:315-327.

[72]

[73]

(74]

[75]

[76]

(771

[78]

[79]

(80]
[81]
(82]

[83]

[84]

(85]

[86]

[87]

(88]

[89]

Bates SM, Greer IA, Pabinger I, Sofaer S, Hirsh ]. Venous
thromboembolism, thrombophilia, antithrombotic thera-
py, and pregnancy: American College of Chest Physicians
Evidence-Based Clinical Practice Guidelines (8" Edition). Chest
2008;133:844S-886S.

Murad SD, Valla DC, de Groen PC, Zeitoun G, Hopmans JA,
Haagsma EB, et al. Determinants of survival and the effect of
portosystemic shunting in patients with Budd-Chiari syndrome.
Hepatology 2004;39:500-508.

Rautou PE, Moucari R, Escolano S, Cazals-Hatem D, Denie C,
Chagneau-Derrode C, et al. Prognostic indices for Budd-Chiari
syndrome: valid for clinical studies but insufficient for individual
management. Am ] Gastroenterol 2009;104:1140-1146.

de Franchis R. Revising consensus in portal hypertension: report
of the Baveno V consensus workshop on methodology of diagno-
sis and therapy in portal hypertension. ] Hepatol 2010;53:762-
768.

Rajani R, Bjornsson E, Bergquist A, Danielsson A, Gustavsson
A, Grip O, et al. The epidemiology and clinical features of portal
vein thrombosis: a multicentre study. Aliment Pharmacol Ther
2010;32:1154-1162.

Turnes J, Garcia-Pagan JC, Gonzalez M, Aracil C, Calleja JL, Ripoll
C, et al. Portal hypertension-related complications after acute
portal vein thrombosis: impact of early anticoagulation. Clin
Gastroenterol Hepatol 2008;6:1412-1417.

Condat B, Pessione F, Helene DM, Hillaire S, Valla D. Recent por-
tal or mesenteric venous thrombosis: increased recognition and
frequent recanalization on anticoagulant therapy. Hepatology
2000;32:466-470.

Acosta S, Alhadad A, Svensson P, Ekberg O. Epidemiology, risk
and prognostic factors in mesenteric venous thrombosis. Br ]
Surg 2008;95:1245-1251.

Clavien PA, Durig M, Harder F. Venous mesenteric infarction: a
particular entity. Br ] Surg 1988;75:252-255.

Clavien PA, Harder F. Mesenteric venous thrombosis. An 18-year
retrospective study. Helv Chir Acta 1988;55:29-34.

Kumar S, Sarr MG, Kamath PS. Mesenteric venous thrombosis. N
Engl ] Med 2001;345:1683-1688.

Hall TC, Garcea G, Metcalfe M, Bilku D, Dennison AR. Management
of acute non-cirrhotic and non-malignant portal vein thrombo-
sis: a systematic review. World ] Surg 2011;35:2510-2520.
Elkrief L, Corcos O, Bruno O, Larroque B, Rautou PE, Zekrini K, et
al. Type 2 diabetes mellitus as a risk factor for intestinal resec-
tion in patients with superior mesenteric vein thrombosis. Liver
Int 2014;34(9):1314-1321.

Senzolo M, Riggio O, Primignani M. Vascular disorders of the
liver: recommendations from the Italian Association for the
Study of the Liver (AISF) ad hoc committee. Dig Liver Dis
2011;43:503-514.

Berzigotti A, Garcia-Criado A, Darnell A, Garcia-Pagan JC. Imaging
in clinical decision-making for portal vein thrombosis. Nat Rev
Gastroenterol Hepatol 2014;11(5):308-316.

Ferri PM, Rodrigues FA, Fagundes ED, Xavier SG, Dias RD,
Fernandes AP, et al. Evaluation of the presence of hereditary and
acquired thrombophilias in Brazilian children and adolescents
with diagnoses of portal vein thrombosis. ] Pediatr Gastroenterol
Nutr 2012;55:599-604.

Randi ML, Tezza F, Scapin M, Duner E, Scarparo P, Scandellari
R, et al. Heparin-induced thrombocytopenia in patients with
Philadelphia-negative myeloproliferative disorders and unu-
sual splanchnic or cerebral vein thrombosis. Acta Haematol
2010;123:140-145.

Ferro C, Rossi UG, Bovio G, Dahamane M, Centanaro M.
Transjugular intrahepatic portosystemic shunt, mechanical
aspiration thrombectomy, and direct thrombolysis in the treat-
ment of acute portal and superior mesenteric vein thrombosis.
Cardiovasc Intervent Radiol 2007;30:1070-1074.

Journal of Hepatology 2016 vol. 64 | 179-202



JOURNAL OF HEPATOLOGY. Pycckoe nsnanme + TOM 2 - HOMEP 1

[90] Hollingshead M, Burke CT, Mauro MA, Weeks SM, Dixon RG, Jaques
PF. Transcatheter thrombolytic therapy for acute mesenteric and
portal vein thrombosis. ] Vasc Interv Radiol 2005;16:651-661.

[91] Liu FY, Wang MQ, Duan F Wang Z], Song P. Interventional
therapy for symptomatic-benign portal vein occlusion.
Hepatogastroenterology 2010;57:1367-1374.

[92] Wang MQ, Liu FY, Duan F, Wang Z], Song P, Fan QS. Acute symp-
tomatic mesenteric venous thrombosis: treatment by catheter-
directed thrombolysis with transjugular intrahepatic route.
Abdom Imaging 2011;36:390-398.

[93] Malkowski P, Pawlak ], Michalowicz B, Szczerban ], Wroblewski
T, Leowska E, et al. Thrombolytic treatment of portal thrombosis.
Hepatogastroenterology 2003;50:2098-2100.

[94] Cao G, Ko GY, Sung KB, Yoon HK, Gwon D, Kim JH. Treatment of
postoperative main portal vein and superior mesenteric vein
thrombosis with balloon angioplasty and/or stent placement.
Acta Radiol 2013;54(5):526-532.

[95] Condat B, Valla D. Non malignant portal vein thrombosis. Nat
Clin Pract Gastroenterol Hepatol 2006;3:505-515.

[96] Chirinos JA, Garcia ], Alcaide ML, Toledo G, Baracco GJ, Lichtstein
DM. Septic thrombophlebitis: diagnosis and management. Am ]
Cardiovasc Drugs 2006;6:9-14.

[97] LlopE, de]Juan C, Seijo S, Garcia-Criado A, Abraldes ]G, Bosch ], et
al. Portal cholangiopathy: radiological classification and natural
history. Gut 2011;60(6):853-860.

[98] Abd El-Hamid N, Taylor RM, Marinello D, Mufti GJ, Patel R, Mieli-
Vergani G, et al. Aetiology and management of extrahepatic por-
tal vein obstruction in children: King’s College Hospital experi-
ence. ] Pediatr Gastroenterol Nutr 2008;47:630-634.

[99] Orr DW, Harrison PM, Devlin ], Karani JB, Kane PA, Heaton
ND, et al. Chronic mesenteric venous thrombosis: evaluation
and determinants of survival during long-term follow-up. Clin
Gastroenterol Hepatol 2007;5:80-86.

[100] Dhiman RK, Behera A, Chawla YK, Dilawari JB, Suri S. Portal hy-
pertensive biliopathy. Gut 2007;56:1001-1008.

[101] Rangari M, Gupta R, Jain M, Malhotra V, Sarin SK. Hepatic dys-
function in patients with extrahepatic portal venous obstruction.
Liver Int 2003;23:434-439.

[102] Minguez B, Garcia-Pagan JC, Bosch ], Turnes ], Alonso ], Rovira
A, et al. Noncirrhotic portal vein thrombosis exhibits neuropsy-
chological and MR changes consistent with minimal hepatic en-
cephalopathy. Hepatology 2006;43:707-714.

[103] Lautz TB, Sundaram SS, Whitington PF, Keys L, Superina RA.
Growth impairment in children with extrahepatic portal vein
obstruction is improved by mesenterico-left portal vein bypass. ]
Pediatr Surg 2009;44:2067-2070.

[104] Marin D, Galluzzo A, Plessier A, Brancatelli G, Valla D, Vilgrain V.
Focal nodular hyperplasia-like lesions in patients with cavern-
ous transformation of the portal vein: prevalence, MR findings
and natural history. Eur Radiol 2011;21:2074-2082.

[105] Bradbury MS, Kavanagh PV, Chen MY, Weber TM, Bechtold RE.
Noninvasive assessment of portomesenteric venous thrombo-
sis: current concepts and imaging strategies. ] Comput Assist
Tomogr 2002;26:392-404.

[106] Ueno N, Sasaki A, Tomiyama T, Tano S, Kimura K. Color Doppler
ultrasonography in the diagnosis of cavernous transformation of
the portal vein. ] Clin Ultrasound 1997;25:227-233.

[107] Vilgrain V, Condat B, Bureau C, Hakime A, Plessier A, Cazals-
Hatem D, et al. Atrophy-hypertrophy complex in patients with
cavernous transformation of the portal vein: CT evaluation.
Radiology 2006;241:149-155.

[108] Seijo S, Reverter E, Miquel R, Berzigotti A, Abraldes ]G, Bosch ], et
al. Role of hepatic vein catheterisation and transient elastogra-
phy in the diagnosis of idiopathic portal hypertension. Dig Liver
Dis 2012;44:855-860.

[109] Koshy A, Girod C, Lee SS, Hadengue A, Cerini R, Lebrec D.
Discrepancy between portal pressure and systemic hemody-

namic changes after incremental doses of propranolol in awake
portal hypertensive rats. Hepatology 1989;9:269-273.

[110] Braillon A, Moreau R, Hadengue A, Roulot D, Sayegh R, Lebrec
D. Hyperkinetic circulatory syndrome in patients with presi-
nusoidal portal hypertension. Effect of propranolol. ] Hepatol
1989;9:312-318.

[111] Zargar SA, Javid G, Khan BA, Yattoo GN, Shah AH, Gulzar GM, et al.
Endoscopic ligation compared with sclerotherapy for bleeding
esophageal varices in children with extrahepatic portal venous
obstruction. Hepatology 2002;36:666-672.

[112] Sarin SK, Gupta N, Jha SK, Agrawal A, Mishra SR, Sharma BC, et al.
Equal efficacy of endoscopic variceal ligation and propranolol in
preventing variceal bleeding in patients with noncirrhotic portal
hypertension. Gastroenterology 2010;139:1238-1245.

[113] Orloff MJ, Orloff MS, Girard B, Orloff SL. Bleeding esophagogastric
varices from extrahepatic portal hypertension: 40 years’ experi-
ence with portal-systemic shunt. ] Am Coll Surg 2002;194:717-
728.

[114] Fanelli F, Angeloni S, Salvatori FM, Marzano C, Boatta E, Merli
M, et al. Transjugular intrahepatic portosystemic shunt with ex-
panded-polytetrafuoroethylene-covered stents in non-cirrhotic
patients with portal cavernoma. Dig Liver Dis 2011;43:78-84.

[115]Mack CL, Zelko FA, Lokar ], Superina R, Alonso EM, Blei AT, et
al. Surgically restoring portal blood flow to the liver in children
with primary extrahepatic portal vein thrombosis improves flu-
id neurocognitive ability. Pediatrics 2006;117:e405-e412.

[116] Superina RA, Alonso EM. Medical and surgical manage-
ment of portal hypertension in children. Curr Treat Options
Gastroenterol 2006;9:432-443.

[117] Senzolo M, Tibbals ], Cholongitas E, Triantos CK, Burroughs AK,
Patch D. Transjugular intrahepatic portosystemic shunt for por-
tal vein thrombosis with and without cavernous transformation.
Aliment Pharmacol Ther 2006;23:767-775.

[118] Schouten JN, Garcia-Pagan JC, Valla DC, Janssen HL. Idiopathic non-
cirrhotic portal hypertension. Hepatology 2011;54:1071-1081.

[119] Nakanuma Y, Hoso M, Sasaki M, Terada T, Katayanagi K,
Nonomura A, et al. Histopathology of the liver in non-cirrhotic
portal hypertension of unknown aetiology. Histopathology
1996;28:195-204.

[120] Hillaire S, Bonte E, Denninger MH, Casadevall N, Cadranel JF,
Lebrec D, et al. Idiopathic non-cirrhotic intrahepatic portal
hypertension in the West: a re-evaluation in 28 patients. Gut
2002;51:275-280.

[121] Schouten ]N, Nevens F, Hansen B, Laleman W, van den BM,
Komuta M, et al. Idiopathic noncirrhotic portal hypertension
is associated with poor survival: results of a long-term cohort
study. Aliment Pharmacol Ther 2012;35:1424-1433.

[122] Dhiman RK, Chawla Y, Vasishta RK, Kakkar N, Dilawari ] B, Trehan
MS, et al. Non-cirrhotic portal fibrosis (idiopathic portal hyper-
tension): experience with 151 patients and a review of the litera-
ture. ] Gastroenterol Hepatol 2002;17:6-16.

[123] Krasinskas AM, Eghtesad B, Kamath PS, Demetris AJ, Abraham
SC. Liver transplantation for severe intrahepatic noncirrhotic
portal hypertension. Liver Transpl 2005;11:627-634.

[124] Chang PE, Miquel R, Blanco JL, Laguno M, Bruguera M, Abraldes
JG, et al. Idiopathic portal hypertension in patients with HIV
infection treated with highly active antiretroviral therapy. Am ]
Gastroenterol 2009;104:1707-1714.

[125] Seijo S, Lozano JJ, Alonso C, Reverter E, Miquel R, Abraldes ]G,
et al. Metabolomics discloses potential biomarkers for the
noninvasive diagnosis of idiopathic portal hypertension. Am ]
Gastroenterol 2013;108:926-932.

[126] Ibarrola C, Colina E. Clinicopathological features of nine cases of
non-cirrhotic portal hypertension: current definitions and crite-
ria are inadequate. Histopathology 2003;42:251-264.

[127] Verheij ], Schouten N, Komuta M, Nevens F, Hansen BE, Janssen
HL, et al. Histological features in western patients with idi-

Journal of Hepatology 2016 vol. 64 | 179-202 111




KiinHu4yeckue pekoMeHJaluu

opathic non-cirrhotic portal hypertension. Histopathology
2013;62:1083-1091.

[128] Wanless IR. Micronodular transformation (nodular regenerative
hyperplasia) of the liver: a report of 64 cases among 2,500 au-
topsies and a new classification of benign hepatocellular nod-
ules. Hepatology 1990;11:787-797.

[129] Siramolpiwat S, Seijo S, Miquel R, Berzigotti A, Garcia-Criado A,
Darnell A, et al. Idiopathic portal hypertension: Natural history
and long-term outcome. Hepatology 2014;59(6):2276-2285.

[130] Chawla YK, Dilawari B, Dhiman RK, Goenka MK, Bhasin DK,
Kochhar R, et al. Sclerotherapy in noncirrhotic portal fibrosis.
Dig Dis Sci 1997;42:1449-1453.

[131] Bhargava DK, Dasarathy S, Sundaram KR, Ahuja RK. Efficacy of
endoscopic sclerotherapy on long-term management of oesoph-
ageal varices: a comparative study of results in patients with
cirrhosis of the liver, non-cirrhotic portal fibrosis (NCPF) and
extrahepatic portal venous obstruction (EHO). ] Gastroenterol
Hepatol 1991;6:471-475.

[132] Schiano TD, Kotler DP, Ferran E, Fiel MI. Hepatoportal sclerosis
as a cause of noncirrhotic portal hypertension in patients with
HIV. Am ] Gastroenterol 2007;102:2536-2540.

[133] Govani FS, Shovlin CL. Hereditary haemorrhagic telangiectasia: a
clinical and scientific review. Eur ] Hum Genet 2009;17:860-871.

[134] Shovlin CL, Guttmacher AE, Buscarini E, Faughnan ME, Hyland
RH, Westermann CJ, et al. Diagnostic criteria for hereditary hem-
orrhagic telangiectasia (Rendu-Osler-Weber syndrome). Am ]
Med Genet 2000;91:66-67.

[135] Buscarini E, Leandro G, Conte D, Danesino C, Daina E, Manfredi
G, et al. Natural history and outcome of hepatic vascular mal-
formations in a large cohort of patients with hereditary hemor-
rhagic teleangiectasia. Dig Dis Sci 2011;56:2166-2178.

[136] Memeo M, Stabile Ianora AA, Scardapane A, Suppressa P, Cirulli
A, Sabba C, et al. Hereditary haemorrhagic telangiectasia: study
of hepatic vascular alterations with multi-detector row helical CT
and reconstruction programs. Radiol Med 2005;109:125-138.

[137] Lesca G, Olivieri C, Burnichon N, Pagella F, Carette MF, Gilbert-
Dussardier B, et al. Genotype-phenotype correlations in heredi-
tary hemorrhagic telangiectasia: data from the French-Italian
HHT network. Genet Med 2007;9:14-22.

[138] Letteboer TG, Mager HJ, Snijder R], Lindhout D, Ploos van Amstel
HK, Zanen P, et al. Genotype-phenotype relationship for localiza-
tion and age distribution of telangiectases in hereditary hemor-
rhagic telangiectasia. Am ] Med Genet A 2008;146A:2733-2739.

[139] Buscarini E, Danesino C, Olivieri C, Lupinacci G, De GF, Reduzzi L,
et al. Doppler ultrasonographic grading of hepatic vascular mal-
formations in hereditary hemorrhagic telangiectasia - results of
extensive screening. Ultraschall Med 2004;25:348-355.

[140] Garcia-Tsao G, Korzenik JR, Young L, Henderson K], Jain D, Byrd
B, et al. Liver disease in patients with hereditary hemorrhagic
telangiectasia. N Engl ] Med 2000;343:931-936.

[141] Buscarini E, Danesino C, Plauchu H, de Fazio C, Olivieri C,
Brambilla G, et al. High prevalence of hepatic focal nodular hy-
perplasia in subjects with hereditary hemorrhagic telangiecta-
sia. Ultrasound Med Biol 2004;30:1089-1097.

[142] Buscarini E, Plauchu H, Garcia TG, White Jr RI, Sabba C, Miller F,
et al. Liver involvement in hereditary hemorrhagic telangiecta-
sia: consensus recommendations. Liver Int 2006;26:1040-1046.

[143] Faughnan ME, Palda VA, Garcia-Tsao G, Geisthoff UW, McDonald
], Proctor DD, et al. International guidelines for the diagnosis and
management of hereditary haemorrhagic telangiectasia. ] Med
Genet 2011;48:73-87.

[144] Lerut ], Orlando G, Adam R, Sabba C, Pfitzmann R, Klempnauer
], et al. Liver transplantation for hereditary hemorrhagic telan-
giectasia: report of the European liver transplant registry. Ann
Surg 2006;244:854-862.

[145] Dupuis-Girod S, Chesnais AL, Ginon I, Dumortier ], Saurin JC,
Finet G, et al. Long-term outcome of patients with hereditary

hemorrhagic telangiectasia and severe hepatic involvement af-
ter orthotopic liver transplantation: a single-center study. Liver
Transpl 2010;16:340-347.

[146] Buonamico P, Suppressa P, Lenato GM, Pasculli G, D’Ovidio
F, Memeo M, et al. Liver involvement in a large cohort of pa-
tients with hereditary hemorrhagic telangiectasia: echo-color-
Doppler vs. multislice computed tomography study. ] Hepatol
2008;48:811-820.

[147] Buscarini E, Gebel M, Ocran K, Manfredi G, Del Vecchio BG,
Stefanov R, et al. Interobserver agreement in diagnosing liver in-
volvement in hereditary hemorrhagic telangiectasia by Doppler
ultrasound. Ultrasound Med Biol 2008;34:718-725.

[148] Gincul R, Lesca G, Gelas-Dore B, Rollin N, Barthelet M, Dupuis-
Girod S, et al. Evaluation of previously nonscreened heredi-
tary hemorrhagic telangiectasia patients shows frequent
liver involvement and early cardiac consequences. Hepatology
2008;48:1570-1576.

[149] Chavan A, Luthe L, Gebel M, Barg-Hock H, Seifert H, Raab R, et
al. Complications and clinical outcome of hepatic artery emboli-
sation in patients with hereditary haemorrhagic telangiectasia.
Eur Radiol 2013;23:951-957.

[150] Dupuis-Girod S, Ginon 1, Saurin JC, Marion D, Guillot E, Decullier
E, et al. Bevacizumab in patients with hereditary hemorrhagic
telangiectasia and severe hepatic vascular malformations and
high cardiac output. JAMA 2012;307:948-955.

[151] Rubbia-Brandt L. Sinusoidal obstruction syndrome. Clin Liver
Dis 2010;14:651-668.

[152] DeLeve LD, McCuskey RS, Wang X, Hu L, McCuskey MK, Epstein
RB, et al. Characterization of a reproducible rat model of hepatic
veno-occlusive disease. Hepatology 1999;29:1779-1791.

[153] McDonald GB, Slattery JT, Bouvier ME, Ren S, Batchelder AL,
Kalhorn TF, et al. Cyclophosphamide metabolism, liver toxicity,
and mortality following hematopoietic stem cell transplantation.
Blood 2003;101:2043-2048.

[154] Coppell JA, Richardson PG, Soiffer R, Martin PL, Kernan NA, Chen
A, et al. Hepatic veno-occlusive disease following stem cell trans-
plantation: incidence, clinical course, and outcome. Biol Blood
Marrow Transplant 2010;16:157-168.

[155] Angliviel B, Benoist S, Penna C, El HM, Chagnon S, Julie C, et al.
Impact of chemotherapy on the accuracy of computed tomogra-
phy scan for the evaluation of colorectal liver metastases. Ann
Surg Oncol 2009;16:1247-1253.

[156] Aloia T, Sebagh M, Plasse M, Karam V, Levi F, Giacchetti S, et al.
Liver histology and surgical outcomes after preoperative chem-
otherapy with fluorouracil plus oxaliplatin in colorectal cancer
liver metastases. ] Clin Oncol 2006;24:4983-4990.

[157] Nakano H, Oussoultzoglou E, Rosso E, Casnedi S, Chenard-Neu
MP, Dufour P, et al. Sinusoidal injury increases morbidity after
major hepatectomy in patients with colorectal liver metastases
receiving preoperative chemotherapy. Ann Surg 2008;247:118-
124.

[158] Chun YS, Laurent A, Maru D, Vauthey JN. Management of chemo-
therapy-associated hepatotoxicity in colorectal liver metastases.
Lancet Oncol 2009;10:278-286.

[159] Mentha G, Majno P, Terraz S, Rubbia-Brandt L, Gervaz P, Andres
A, et al. Treatment strategies for the management of advanced
colorectal liver metastases detected synchronously with the pri-
mary tumour. Eur ] Surg Oncol 2007;33:5S76-S83.

[160] Overman M]J, Maru DM, Charnsangavej C, Loyer EM, Wang H,
Pathak P, et al. Oxaliplatin-mediated increase in spleen size as
a biomarker for the development of hepatic sinusoidal injury. J
Clin Oncol 2010;28:2549-2555.

[161] Soubrane O, Brouquet A, Zalinski S, Terris B, Brezault C, Mallet V,
etal. Predicting high grade lesions of sinusoidal obstruction syn-
drome related to oxaliplatin-based chemotherapy for colorectal
liver metastases: correlation with post-hepatectomy outcome.
Ann Surg 2010;251:454-460.

112 Journal of Hepatology 2016 vol. 64 | 179-202



JOURNAL OF HEPATOLOGY. Pycckoe nsnanme + TOM 2 - HOMEP 1

[162]Slade JH, Alattar ML, Fogelman DR, Overman M], Agarwal A,
Maru DM, et al. Portal hypertension associated with oxaliplatin
administration: clinical manifestations of hepatic sinusoidal in-
jury. Clin Colorectal Cancer 2009;8:225-230.

[163]Miura K, Nakano H, Sakurai ], Kobayashi S, Koizumi S, Arai
T, et al. Splenomegaly in FOLFOX-naive stage IV or recurrent
colorectal cancer patients due to chemotherapy-associated
hepatotoxicity can be predicted by the aspartate aminotrans-
ferase to platelet ratio before chemotherapy. Int J Clin Oncol
2011;16:257-263.

[164] Angitapalli R, Litwin AM, Kumar PR, Nasser E, Lombardo ],
Mashtare T, et al. Adjuvant FOLFOX chemotherapy and spleno-
megaly in patients with stages II-1II colorectal cancer. Oncology
2009;76:363-368.

[165] Mahgerefteh SY, Sosna ], Bogot N, Shapira MY, Pappo O, Bloom Al
Radiologic imaging and intervention for gastrointestinal and he-
patic complications of hematopoietic stem cell transplantation.
Radiology 2011;258:660-671.

[166] Ward ], Guthrie JA, Sheridan MB, Boyes S, Smith ]JT, Wilson D, et
al. Sinusoidal obstructive syndrome diagnosed with superpara-
magnetic iron oxide-enhanced magnetic resonance imaging in
patients with chemotherapy-treated colorectal liver metastases.
] Clin Oncol 2008;26:4304-4310.

[167] O’'Rourke TR, Welsh FK, Tekkis PP, Lyle N, Mustajab A, John TG,
et al. Accuracy of liver-specific magnetic resonance imaging as
a predictor of chemotherapy-associated hepatic cellular injury
prior to liver resection. Eur ] Surg Oncol 2009;35:1085-1091.

[168]Shin NY, Kim M], Lim ]S, Park MS, Chung YE, Choi JY, et al.
Accuracy of gadoxetic acid-enhanced magnetic resonance im-
aging for the diagnosis of sinusoidal obstruction syndrome in
patients with chemotherapy-treated colorectal liver metastases.
Eur Radiol 2012;22:864-871.

[169] Shulman HM, Fisher LB, Schoch HG, Henne KW, McDonald GB.
Veno-occlusive disease of the liver after marrow transplanta-
tion: histological correlates of clinical signs and symptoms.
Hepatology 1994;19:1171-1181.

[170] Carreras E, Granena A, Navasa M, Bruguera M, Marco V, Sierra
], et al. On the reliability of clinical criteria for the diagnosis of
hepatic veno-occlusive disease. Ann Hematol 1993;66:77-80.

[171] Rubbia-Brandt L, Audard V, Sartoretti P, Roth AD, Brezault C, Le
CM, et al. Severe hepatic sinusoidal obstruction associated with
oxaliplatin-based chemotherapy in patients with metastatic
colorectal cancer. Ann Oncol 2004;15:460-466.

[172] Rubbia-Brandt L, Lauwers GY, Wang H, Majno PE, Tanabe K, Zhu
AX, et al. Sinusoidal obstruction syndrome and nodular regen-
erative hyperplasia are frequent oxaliplatin-associated liver le-
sions and partially prevented by bevacizumab in patients with
hepatic colorectal metastasis. Histopathology 2010;56:430-439.

[173] Shulman HM, Gooley T, Dudley MD, Kofler T, Feldman R, Dwyer
D, et al. Utility of transvenous liver biopsies and wedged hepatic
venous pressure measurements in sixty marrow transplant re-
cipients. Transplantation 1995;59:1015-1022.

[174] Esposito AA, Nicolini A, Meregaglia D, Sangiovanni A, Biondetti P.
Role of transjugular liver biopsy in the diagnostic and therapeu-
tic management of patients with severe liver disease. Radiol Med
2008;113:1008-1017.

[175] Brouquet A, Benoist S, Julie C, Penna C, Beauchet A, Rougier P,
et al. Risk factors for chemotherapy-associated liver injuries: A
multivariate analysis of a group of 146 patients with colorectal
metastases. Surgery 2009;145:362-371.

[176] Goekkurt E, Stoehlmacher ], Stueber C, Wolschke C, Eiermann T,
lacobelli S, et al. Pharmacogenetic analysis of liver toxicity after
busulfan/cyclophosphamide-based allogeneic hematopoietic
stem cell transplantation. Anticancer Res 2007;27:4377-4380.

[177] Corbacioglu S, Cesaro S, Faraci M, Valteau-Couanet D, Gruhn
B, Rovelli A, et al. Defibrotide for prophylaxis of hepatic veno-
occlusive disease in paediatric haemopoietic stem-cell trans-

plantation: an open-label, phase 3, randomised controlled trial.
Lancet 2012;379:1301-1309.

[178] Imran H, Tleyjeh IM, Zirakzadeh A, Rodriguez V, Khan SP. Use of
prophylactic anticoagulation and the risk of hepatic veno-oc-
clusive disease in patients undergoing hematopoietic stem cell
transplantation: a systematic review and meta-analysis. Bone
Marrow Transplant 2006;37:677-686.

[179] Richardson PG, Soiffer R], Antin JH, Uno H, Jin Z, Kurtzberg ], et
al. Defibrotide for the treatment of severe hepatic veno-occlusive
disease and multiorgan failure after stem cell transplantation: a
multicenter, randomized, dose-finding trial. Biol Blood Marrow
Transplant 2010;16:1005-1017.

[180] Northup PG, McMahon MM, Ruhl AP, Altschuler SE, Volk-Bednarz
A, Caldwell SH, et al. Coagulopathy does not fully protect hospi-
talized cirrhosis patients from peripheral venous thromboem-
bolism. Am ] Gastroenterol 2006;101:1524-1528.

[181] Sogaard KK, Horvath-Puho E, Gronbaek H, Jepsen P, Vilstrup H,
Sorensen HT. Risk of venous thromboembolism in patients with
liver disease: a nationwide population-based case-control study.
Am ] Gastroenterol 2009;104:96-101.

[182] Tripodi A, Mannucci PM. The coagulopathy of chronic liver dis-
ease. N Engl ] Med 2011;365:147-156.

[183] Rodriguez-Castro KI, Porte R], Nadal E, Germani G, Burra P,
Senzolo M. Management of nonneoplastic portal vein thrombo-
sis in the setting of liver transplantation: a systematic review.
Transplantation 2012;94:1145-1153.

[184] Francoz C, Belghiti ], Vilgrain V, Sommacale D, Paradis V, Condat
B, et al. Splanchnic vein thrombosis in candidates for liver trans-
plantation: usefulness of screening and anticoagulation. Gut
2005;54:691-697.

[185] Zocco MA, Di SE, De CR, Novi M, Ainora ME, Ponziani F, et al.
Thrombotic risk factors in patients with liver cirrhosis: correla-
tion with MELD scoring system and portal vein thrombosis de-
velopment. ] Hepatol 2009;51:682-689.

[186]0gren M, Bergqvist D, Bjorck M, Acosta S, Eriksson H, Sternby
NH. Portal vein thrombosis: prevalence, patient character-
istics and lifetime risk: a population study based on 23,796
consecutive autopsies. World ] Gastroenterol 2006;12:2115-
21109.

[187] Amitrano L, Guardascione MA, Scaglione M, Menchise A, Martino
R, Manguso F et al. Splanchnic vein thrombosis and variceal re-
bleeding in patients with cirrhosis. Eur ] Gastroenterol Hepatol
2012;24:1381-1385.

[188] Augustin S, Altamirano ], Gonzalez A, Dot ], Abu-Suboh M,
Armengol JR, et al. Effectiveness of combined pharmacologic
and ligation therapy in high-risk patients with acute esophageal
variceal bleeding. Am ] Gastroenterol 2011;106:1787-1795.

[189] D’Amico G, de Franchis R. Upper digestive bleeding in cirrhosis.
Post-therapeutic outcome and prognostic indicators. Hepatology
2003;38:599-612.

[190] Amitrano L, Guardascione MA, Brancaccio V, Margaglione M,
Manguso F, lannaccone L, et al. Risk factors and clinical presen-
tation of portal vein thrombosis in patients with liver cirrhosis. |
Hepatol 2004;40:736-741.

[191] Englesbe M], Kubus ], Muhammad W, Sonnenday CJ, Welling T,
Punch JD, et al. Portal vein thrombosis and survival in patients
with cirrhosis. Liver Transpl 2010;16:83-90.

[192] Amitrano L, Brancaccio V, Guardascione MA, Margaglione M,
Sacco M, Martino R, et al. Portal vein thrombosis after variceal
endoscopic sclerotherapy in cirrhotic patients: role of genetic
thrombophilia. Endoscopy 2002;34:535-538.

[193] Erkan O, Bozdayi AM, Disibeyaz S, Oguz D, Ozcan M, Bahar K, et al.
Thrombophilic gene mutations in cirrhotic patients with portal
vein thrombosis. Eur ] Gastroenterol Hepatol 2005;17:339-343.

[194] Tublin ME, Dodd III GD, Baron RL. Benign and malignant portal
vein thrombosis: differentiation by CT characteristics. AJR Am ]
Roentgenol 1997;168:719-723.

Journal of Hepatology 2016 vol. 64 | 179-202 113




KiinHu4yeckue pekoMeHJaluu

[195] Rossi S, Rosa L, Ravetta V, Cascina A, Quaretti P, Azzaretti A, et
al. Contrast-enhanced versus conventional and color Doppler
sonography for the detection of thrombosis of the portal and he-
patic venous systems. AJR Am ] Roentgenol 2006;186:763-773.

[196] Villa E, Camma C, Marietta M, Luongo M, Critelli R, Colopi S, et
al. Enoxaparin prevents portal vein thrombosis and liver decom-
pensation in patients with advanced cirrhosis. Gastroenterology
2012;143:1253-1260.

[197] Luca A, Caruso S, Milazzo M, Marrone G, Mamone G, Crino F, et al.
Natural course of extrahepatic nonmalignant partial portal vein
thrombosis in patients with cirrhosis. Radiology 2012;265:124-
132.

[198] Nery F, Chevret S, Condat B, De RE, Boudaoud L, Rautou PE, et al.
Causes and consequences of portal vein thrombosis in 1,243 pa-
tients with cirrhosis: results of a longitudinal study. Hepatology
2015;61:660-667.

[199] Senzolo M, Sartori M, Rossetto V, Burra P, Cillo U, Boccagni P, et
al. Prospective evaluation of anticoagulation and transjugular
intrahepatic portosystemic shunt for the management of portal
vein thrombosis in cirrhosis. Liver Int 2012;32:919-927.

[200] Amitrano L, Guardascione MA, Menchise A, Martino R, Scaglione
M, Giovine S, et al. Safety and efficacy of anticoagulation therapy
with low molecular weight heparin for portal vein thrombosis in
patients with liver cirrhosis. ] Clin Gastroenterol 2010;44:448-
451.

[201] Delgado MG, Seijo S, Yepes I, Achecar L, Catalina MV, Garcia-
Criado A, et al. Efficacy and Safety of Anticoagulation on Patients
With Cirrhosis and Portal Vein Thrombosis1. Clin Gastroenterol
Hepatol 2012;10:776-783.

[202] Werner KT, Sando S, Carey EJ, Vargas HE, Byrne TJ, Douglas DD,
et al. Portal vein thrombosis in patients with end stage liver dis-
ease awaiting liver transplantation: outcome of anticoagulation.
Dig Dis Sci 2013;58(6):1776-1780.

[203] Luca A, Miraglia R, Caruso S, Milazzo M, Sapere C, Maruzzelli L, et
al. Short- and long-term effects of the transjugular intrahepatic
portosystemic shunt on portal vein thrombosis in patients with
cirrhosis. Gut 2011;60(6):846-852.

[204] Perarnau JM, Baju A, d’Alteroche L, Viguier ], Ayoub J. Feasibility
and long-term evolution of TIPS in cirrhotic patients with portal
thrombosis. Eur ] Gastroenterol Hepatol 2010;22:1093-1098.

[205]Han G, Qi X, He C, Yin Z, Wang ], Xia ], et al. Transjugular intra-
hepatic portosystemic shunt for portal vein thrombosis with
symptomatic portal hypertension in liver cirrhosis. ] Hepatol
2011;54:78-88.

[206] Senzolo M, Patch D, Burra P, Burroughs AK. Tips for portal vein
thrombosis (PVT) in cirrhosis: not only unblocking a pipe. ]
Hepatol 2011;55(4):945-946.

[207]Kearon C, Akl EA, Comerota A], Prandoni P, Bounameaux H,
Goldhaber SZ, et al. Antithrombotic therapy for VTE disease:
Antithrombotic Therapy and Prevention of Thrombosis, 9th ed.:
American College of Chest Physicians Evidence-Based Clinical
Practice Guidelines. Chest 2012;141:e419S-e494S.

[208] Garcia DA, Baglin TP, Weitz JI, Samama MM. Parenteral anticoag-
ulants: Antithrombotic Therapy and Prevention of Thrombosis,
9th ed.: American College of Chest Physicians Evidence-Based
Clinical Practice Guidelines. Chest 2012;141:e24S-e43S.

[209] Rodriguez-Castro KI, Simioni P, Burra P Senzolo M.
Anticoagulation for the treatment of thrombotic complications
in patients with cirrhosis. Liver Int 2012;32:1465-1476.

[210] Bechmann LP, Wichert M, Kroger K, Hilgard P. Dosing and moni-
toring of low-molecular-weight heparin in cirrhotic patients.
Liver Int 2011;31:1064.

[211]Lisman T, Porte R]. Towards a rational use of low-molecular-
weightheparin in patients with cirrhosis. Liver Int2011;31:1063.

[212] Senzolo M, Rodriguez-Castro KI, Rossetto V, Radu C, Gavasso S,
Carraro P, et al. Increased anticoagulant response to low-molec-
ular-weight heparin in plasma from patients with advanced cir-
rhosis. ] Thromb Haemost 2012;10:1823-1829.

[213] Ageno W, Gallus AS, Wittkowsky A, Crowther M, Hylek EM,
Palareti G. Oral anticoagulant therapy: Antithrombotic Therapy
and Prevention of Thrombosis, 9th ed: American College of
Chest Physicians Evidence-Based Clinical Practice Guidelines.
Chest 2012;141:e44S-e88S.

[214]van den Besselaar AM, Barrowcliffe TW, Houbouyan-Reveillard
LL, Jespersen ], Johnston M, Poller L, et al. Guidelines on prepara-
tion, certification, and use of certified plasmas for ISI calibration
and INR determination. ] Thromb Haemost 2004;2:1946-1953.

[215] Tripodi A, Chantarangkul V, Mannucci PM. The international
normalized ratio to prioritize patients for liver transplanta-
tion: problems and possible solutions. ] Thromb Haemost
2008;6:243-248.

[216] Tripodi A, Palareti G. New anticoagulant drugs for treatment of
venous thromboembolism and stroke prevention in atrial fibril-
lation. J Intern Med 2012;271:554-565.

[217] Liakoni E, Ratz Bravo AE, Terracciano L, Heim M, Krahenbuhl S.
Symptomatic hepatocellular liver injury with hyperbilirubine-
mia in two patients treated with rivaroxaban. JAMA Intern Med
2014;174:1683-1686.

114 Journal of Hepatology 2016 vol. 64 | 179-202



