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HAPYLUEHUSl TEMOCTA3A MNPU 3ABOAEBAHUAX MEYEHU

Munos A.D., /[[3a03vk0 A.M., Pymmo O.O.
Y4pexaeHMe 3APABOOXPAHEHMS «9-9 TOPOACKAS KAMHMYECKAS BOABHMLLAY, MUHCK

[leueHp Urpaet KIOYEBYIO POJIb B IEPBHYHOM M BTOPHYHOM IeMOCTa3e, SBISSICh MECTOM CHHTE3a BCeX (DakTopoB
CBCPThIBAHUA U UX I/IHI‘I/IGI/ITOpOB. 3a6OHCBaHI/I5{ MEUYCHU MNPUBOAAT K CIIO)KHBIM U3MCHCHUAM B IE€MOCTA3€C, Mpu
9TOM COXpaHsETCs OallaHC MEX/y CBEPTHIBAIOIIECH 1 IPOTHBOCBEPTHIBAIONICH CHCTEMaMH, HO CO CHHYKEHHBIM pe-
3CPBOM. Bce 60JIBIIIC HaKaIlJIMBa€TCA AaHHBIX O TOM, UTO TpOM603 BOpOTHOﬁ U IICYCHOYHBIX BCH JIC)KUT B OCHOBEC
MPOTPECCUPOBAHMS 3a00JICBAHUS Y MAIIMEHTOB ¢ IUPPO30M U YCYTyOIIsIeT HapyIIeH!s] TeMOocTa3a. JTH Hapyllle-
HHSI TEMOCTa3a He BCEria BElyT K CIIOHTAHHBIM KPOBOTEUEHHSM, KOTOPhIE BOZHUKAIOT TOJIBKO TPH HATHYIHH JI0-
MOJTHUTENBHBIX (PakTopoB, HarrpumMep nHpekr. OOBITHO Teparnms pacCTPONUCTB KOATYIISAIIUH ITPH 3200IEBAHHSIX
MeYeHn TpeOdyeTcsi BO BpeMsi KPOBOTEUCHHSI MITH MEpPe)T BBHITIOIHCHHEM WHBA3WBHBIX TPOLIEIYp. Y MAIUEHTOB C
3200JICBAHUSIMH TIEUYCHH B UX KOHEYHOM CTA/INU TPAHCIUTAHTAIUS SBISCTCS SAMHCTBEHHBIM BO3MOKHBIM METOZIOM
JICYCHHSI, KOTOPBIH CITIOCOOCH BOCCTAHOBUTHh HOPMAJIBHBIM T€MOCTa3 M CKOPPUTUPOBATH TEHETHYECKHE JIE(EKThI
CBEpThIBaHU:. Bo BpeMs TpaHCIUIAHTAIIMY MTEYEHN KPOBOTEUEHUS OOYCIIOBICHBI COITYTCTBYFOIIEH THITOKOATYIISI-
[MeH, pa3BUTOCTHIO KOJIJIATEPaIbHON BEHO3HOM CETH BCIICACTBUE MOPTAILHOW TUIICPTCH3UU U YCUIICHUEM aKTHB-
HOCTH (PUOpHHOIN3A.

Kniouesvie cnosa. zabonesamnuis nederu, cemocmas

HEMOSTATIC DISORDERS IN LIVER DISEASES

Minov A.F., Dzyadzko A.M., Rummo O.0O.
9™ state clinical hospital, Minsk

The liver is an essential player in the pathway of coagulation in both primary and secondary hemostasis as it is
the site of synthesis of all coagulation factors and their inhibitors. Liver diseases are associated with complex
changes in coagulation and the delicate balance between pro and antithrombotic factors is preserved but reset to
a lower level. There is growing evidence that portal and hepatic vein thrombosis is cause of disease progression
in cirrhotic patients and worsens hemostatic abnormalities. These hemostatic abnormalities do not always
lead to spontaneous bleeding, which may be triggered only by additional factors, such as infections. Usually
therapy for coagulation disorders in liver disease is needed only during bleeding or before invasive procedures.
In patients with end stage liver disease liver transplantation is the only treatment available, which can restore
normal hemostasis, and correct genetic clotting defects. During liver transplantation hemorrhage may occur due
to the pre-existing hypocoagulable state, the collateral circulation caused by portal hypertension and increased
fibrinolysis.
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[TeueHs WrpaeT KIOUEBYIO pPOJb B MEPBUYHOM U
BTOpUYHOM remocraze. OHa SIBISIETCS MECTOM CHH-
Te3a BceX (PaKTOPOB CBEPTHIBAHMS M X HHTUOUTOPOB
3a uckiIroueHueM (Qakropa BumieOpanaa u orBeyaeT
3a HITMMUHAIINIO0 KOMIUIEKCOB «aKTHBUPOBAHHBIN (pak-
TOp — WHTHOUTOP». 3a007eBaHUS TICYCHH TPUBOMIST
K CJIOKHBIM KOMIIJICKCHBIM HAapyIICHUSAM B CUCTEMC
remMocTasa, HO IPU ATOM COXpaHseTcs OalaHC MEXIy
CBEPTHIBAMOIIEH M MPOTUBOCBEPTHIBAIOIICH CHCTEMa-
MU CO CHW)XCHHBIM PE3epBOM, M ITOT OallaHC JIETKO
HapylaeTcs B Ty JIMOO JPYTyi0 CTOPOHY, TOATOMY Y

Cmamuws nocmynuna 6 peoakyuro 04.12.09 e.

HAIUEHTOB C TSKETBIMH TOPAKEHUSIMU TIEIEHH MOTYT
Pa3BUTHCS HE TOJIHKO KPOBOTEUEHHsI, HO U TPOMOO3bI
(ta6m.) [40]. TTpu ruppo3e neueHu HapymaeTcst QyHK-
U1 TPOMOOIIMTOB, & BCJIEACTBUE BTOPHUHOM CIIJICHO-
METaJIMK U CHIDKCHHSI CHHTE3a TPOMOOIOITHHA pas3-
BUBAETCSI TPOMOOIHUTOTICHUSI.

Bce BhImenepedyncieHHble HAPYIIIEHHST TeMOCTa3a
HE BCEraa MPHUBOIAT K CIIOHTAHHBIM KPOBOTCUCHHUSIM.
Nudexrms (cerncuc) ABIsSETCS OAHUM U3 TeX (PaKTopoB,
KOTOPBIC CMEIIAI0T OaJIaHC B CTOPOHY THITOKOATYJISIIUH,
3HAUUTEIBHO YXY/IIIas CBEPThIBAHUE, U TEM CAMBIM 3a-

Konmaxmot: Munos Anopeit @edoposuu. Ten. +(375 44) 772-24-37, e-mail: andrei.minou@gmail.com

82



OB30OPbI AUTEPATYPbI

Tabnmuna
Hapymenusi remocrasa npu 3a60/1eBaHUAX MeYeHH
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. 0.,-MaKporIoOyarHa
4. Huzkuii ypoBeHb (PaKTOpPOB 2 p Y
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5. KauecTBeHHbIE

1 KOJIMYECTBEHHBIC HAPYIICHUS
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MYCKAIOT Pa3BUTHE KPOBOTEUCHHUS W3 BAPUKO3HO pac-
mpeHHsix BeH (BPB).

Kak mpaBuio, Tepamusi HapyHICHHHA KOArYJSIIAH
TpebyeTcss TONBKO MPHU KPOBOTECUCHHUH WIIH TIEPE]T BBI-
MOJTHEHHEM WHBA3HUBHBIX Tipotieayp. [Ipu pa3BUTHH KO-
HEYHOU cTajuu 3a00JIeBaHUS MTEUCHH TPAHCTUIAHTAIIHSI
SIBJISICTCS CTMHCTBEHHBIM METO/IOM JICUCHHsI, KOTOPbIi
MPUBOIUT K BOCCTAHOBJIEHHIO CHCTEMBI TE€MOCTA3a,
B TOM YHCIIC TP HAJHYHH TCHETHUECKUX C(PEKTOB
CBEPTHIBAHUS.

Pa KTOPbl CBepPTbIBAHUA

IIpoxoazynanmnsie pakmopul

[leuenp siBiISIETCS MECTOM CHUHTE3a (UOpHHOTEHA
u daxropos I, V, VII, IX, X; Xl u XIl. ®akrop Bun-
nebpanna cuHTE3upyeTcs sHpoTenneM, a daxrop VIII
CHHTE3HMPYETCs KaK IIEYCHOYHBIMH, TaK M BHETICUCHOY-
HBIMHU CHHYCOHJIATbHBIMHU DHIOTEITUOLUTAMH, TIOITOMY
Tu1a3MeHHasi KonueHTpanus ¢axropa VI ve camxaer-
Csl Ipy 3a00JIEBAHUSX TIEUSHHU, @ MOXKET OBITh JaXe T10-
Beimena [30].

Buramun K sBisiercst 00s3aTesibHbIM KO()aKTOPOM
JUIL CHHTEe3a OWOJOrMYEeCKH aKTUBHBIX (opMm (ak-
topoB I, VII, IX u X. Ilpu HapymeHuu y-xapOOKcH-
JUPOBAaHUS BCIEACTBHE Jeduiura BuTaMuHa K miam
JIEHCTBUS €r0 aHTarOHUCTOB 0OPa3yIOTCsI HEAKTHBHBIC
¢dopmbl 5THX (pakTopoB. I[Ipu xonecrase cHUKEHA MPO-
JOYKIHS JKETYHBIX KUCIIOT, YTO BEAET K YMEHBIICHHIO
abcopOmuu BuTamMuHa K m3 ToHKOTO KMmmeyHuka. lle-
¢unutT ButamMuHa K MOXKHO CKOppHUTHpOBaTh Ha3Haue-
HueM ero B o3¢ 10 mr B cyTku B TeueHue 24—48 vacos.
[Tpn napeHXxnMaTO3HBIX 3a00JIEBAHUSX IIEYCHHU CTpaia-
€T CHHTeTHYecKast (yHKIUS TIeUCHH, II0ATOMY BBeJle-
Hue ButamuHa K HeaddekrusHo.
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IIpu ocTpoiil ne4eHOYHON HEOCTATOUHOCTH B IIEp-
BYIO Oouepelb CHIKAETCsl KOHLEHTpauusi (hakTopoB C
MaJbIM TiepuooM nonypacnazia (paxropos V u VI, a
zareM (akTopoB |l u X) [29]. Vposens daxropa VIII
u ¢akropa BusieOpanna o0b14HO moBbIIeH. [Tpu 3TOM
BBICOKHI YPOBEHb LIUTOKHMHOB BEIET K POCTY YPOBHSI
TKaHeBoro (hakropa, akruBaruu UM pakropos I, V, VII,
X ¥ CHIKEHUIO KOHIIEHTPALMH IOoCIeaHuX. B To e Bpe-
Ms1 00pa3yromuiicsi TPOMOUH OBICTPO MHAKTHBUPYETCSI
anTuTpoMOuHOM |1, yTO MpenoTBpalIaeT aKTUBALIUIO U
norpednenue gaxropos VI, Xl, IX, u ux mrazmeHHas
KOHIIEHTpAIMs ocTaercst HemsmenHoit [30].

MyTanusi reHa, KOJHPYIOUIETO MPOTPOMOMH, SIB-
asiercst HamOosee yactoit (22% ciyyaeB) NPUYMHOM
TpoM0O03a BOPOTHOH BEHBI y MAlMEHTOB 0e3 muppo3a.
Myranus reda, koaupytoiiero dakrop V, B 20% ciyda-
B SIBIISICTCS IPUYMHON TPOMO03a MIEYEHOYHBIX BEH.

Dakmop Bunneopanoa

[Tna3meHHas KoHUeEHTpanus ¢axkropa Buiiedpan-
Jla TIOBBIIIAETCS KaK MPU OCTPOM IMEYEHOUYHOW HEN0-
CTaTOYHOCTH, TaK M MPH XPOHHUYECKUX 3a00JICBAHHSIX
nedyenu [2]. JlokazaHa KOppensiusi MEKIY TSHKECTBIO
3a0oneBaHys IEYeHN U ypoBHEM (akTopa BuieOpan-
Jla B TIJIa3Me.

Quopunozen

DuUOpUHOTEH SIBIISETCS OEIKOM OCTpPO# a3kl BOC-
NajeHus, U €ro KOHIIEHTpalus OCTaeTcs B HOpPME
0O TIOBHITIIACTCS] TP 3a00JIeBaHUAX TiedeHn. Hwms-
Kasi KoHteHTpauus (Hmwke 1 r/in) HabIromaeTCs TOIbKO
NPU OYCHb TSKEIBIX MOPAKECHUSIX TIEUCHU BCIICACTBUE
CHI)KEHHOTO cHHTe3a. CTOMT OTMETHTH, YTO BBICOKAs
KOHIICHTpanus (pUOpWHOTEHA y TAIMEHTOB C XPOHH-
YECKHUM IelaTUTOM, XOJECTaTUYECKON KEJITYXOU U re-
MaTOLEJITIONSPHON KapLUHOMOM HE BeIeT K MOBbIILIe-
HHUIO 00pa30BaHMs CI'YCTKOB, TaK Kak OOJbIIasi 4acTb
ero HedyaknronaapHa [20]. TIpu 5ToM B Koarymorpam-
Me HaOonaeTcsl yAJIHHEHHEe TPOMOWHOBOTO BPEMEHH
(TB) npu HOpMaJbHOM AaKTHBHPOBAHHOM YaCTUYHOM
tpomboractuHoBoM Bpemenu (AUYTB), mporpom6u-
roBoM Bpemenn (I1B), HOpMaIBHOM HITH TOBBIIIIEHHOM
coziepxanuu puOpHUHOTEHA.

Tpomoboyumot

[Tpu3a001eBaHMIX IEYSHN YACTO HAapyIaeTcs PyHK-
[IMOHAJIbHAsT AKTHBHOCTh TPOMOOIIMTOB M CHMKACTCS
UX KOJIMYECTBO, YTO BENET K HAPYIICHHUIO TIEPBHYHOTO
remMoctasza. OKoJIO OfHOW TPETH MAlMEHTOB C XPOHH-
YeCKUMH 3a00JI€BaHNSIMH TTEYSHN UMEIOT TPOMOOIIUTO-
menwnto (70-90 - 10%), koTopast HapacTaeT mapajieib-
HO C TIPOrpeccHpoBaHreM 3a00JeBaHUS U Pa3BUTHEM
TUNEPCIUIEHU3Ma. YPOBEHb TPOMOOIOATHHA TOBBILIA-
eTcsl IPU TPOMOOLIUTONIEHHH, HO B MEHBIIICH CTETICHH,
9YeM 3TO IPOUCXOUT Y AIEHTOB ¢ HOPMaJIbHON (yHK-
el neyenu. BupycHbiii rematut C, 31moymnorpe0iie-
HUE aKorojeM, JeUUUT (HOIUEBON KHCIOTHI BENYT K
MHEJIOCYTIPECCUH, elle OOJbIIe CHIKAs YHCIO TPOM-
oommroB. TpoMOommroneHuss pu B-BuUpycHOM IHp-
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po3e, NMEepPBUYHOM OWJIMAPHOM LUPPO3E M MEPBUYHOM
CKJIEPO3UPYIOILEM XOJIaHTUTE MOXKET OBITH 00yCIIOBIIE-
Ha ¥ UMMYHHBIMH MEXaHU3MaMH — TIOBBIIICHUEM ITPO-
nykiun B-mumdonnTaMu aHTHTEN, CBSA3BIBAIOIINXCS C
MOBEPXHOCTHBIMU IIMKOMPOTEHHOBBIMH PELETITOPAMH
TpomOouuToB. Cama 1o cebe TPOMOOLUTONEHHUS HE M0-
BBIIIAET PUCK PA3BUTHSI KPOBOTEUEHHS M3 BAPHKOZHO
PACIIMPEHHBIX BEH, HO KOPPEIHpyeT ¢ 00bEeMOM Kpo-
BOIIOTEPH BO BpeMmst oreparnuu [12].

[Tpu maronoruu NeYeH! CHIKACTCS arperaluoHHast
CMOCOOHOCTH TPOMOOIIMTOB, YTO OOYCIIOBIEHO Hapy-
[IEHHEM MEXaHU3MOB TpaHCIyKIuu curnana [15]. TIpu
XOJIECTaTHYECKUX 3a00JIeBaHUSIX MEUSHW 4acTo Ompe-
JeTSIeTCsl HOPMO- WM THIEPKOATYJSILUS IPU TPOMOO-
snacTorpaduu ¥ HOpMasbHas WM MOBBIIICHHAs (QYHK-
U TPOMOOIIMTOB TIPH NCCIIEIOBAHUH HA aHAJIN3aTOPe
¢dynkuun TpombonuTor (PFA-100).

OOBIYHO CIUICHIKTOMHUS MPOTUBOIIOKA3aHA MALlUCH-
TaM C IIUPPO30M MEYESHH U3-32 BHICOKOH JICTAIEHOCTH H
BBICOKOTO PHCKA Pa3BUTHS TPOMOO3a BOPOTHOH BEHBI.
OMOomu3aIys ceIe3eHOUHON apTepuH C YMEHBIICHUEM
kpoBotoka Ha 30-50% HOpMan3yeT Ui 3HAYUTEIHHO
YBEJIMYHMBAET KOJINYECTBO TpomOouuToB. [loctanoBka
TPAHCIOTYJSIPHOTO BHYTPUIIEYEHOYHOTO TTOPTOCHUCTEM-
Horo myHTa (TIPS) yBenuuuBaer, HO HE HOPMAIU3yeT
KOJIMYECTBO TPOMOOLIUTOB.

AHTUKOQryAsHTHblE (paKTOPbI

Aumumpomoun 111

Awntutpomous 1 (AT 1l1) — Buramun-K-He3aBucu-
MBI [JIMKOIIPOTENH, CHHTE3UPYEMbIH MIEYCHBIO U DHI0-
tenmueM. [1pu 3a001€BaHMAX ITEUCHU €r0 KOHLCHTPALHS
CHIDKAETCS M3-32 YMCHBILICHUS CHHTE3a W/WIM YBEJIH-
4yeHusi norpednenus npu runeppudpunomnze. OObIYHO
nepuuut antutpom6Obuna Il ymepennsliid, u TpoMOo0TH-
YeCKHe OCIOKHEHHMs KpaiiHe pesku [9].

ITpomeun C u npomeun S

[poreunst C u S — BuramuH-K-3aBUCHMBIC VM-
KOIIPOTEUHBI, CHHTE3UPYyEMble IPEHUMYILECTBEHHO Te-
naroruramu. [Ipu oCTpBIX M XpOHHUYECKHX 3a0oieBa-
HUSAX TIEUYCHH WX KOHIIEHTPANUS CHIDKACTCS BMECTE C
KOHIEHTpALUel Apyrux (akTopoB CBEPTHIBAHUS, YTO
OTpakaeT CTENEHb HApYLICHUS! CHHTETUYEeCKON (yHK-
i riedenu [33]. Tenetuuecku 00ycnoBICHHBIH 1ehu-
uuT nporenHa C obHapyskuBaeTcs y 20% manueHToB ¢
cunapomoM bagna—Kuapu, a nporenna S —y 7% mna-
LUEHTOB C IEPBUYHBIM CKJICPO3UPYIOLINM XOIaHTUTOM
WITH TPOMOO30M BOPOTHO# BeHbI [4].

HapyweHus B ouBPUHOAUTHHECKOM
CUcteme

Bce nporenHbl, BOBIEYCHHBIE B ITpoliecc GuOpuHO-
JM3a, 3a MCKIIOYEHHEM TKaHEBOTO aKTHBATOpa ILIA3-
muHoreHa (TAIT) u uHrHOMTOpa aKTUBATOpa IUIA3MH-
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Horena 1 (MAII-1), cuHTesupytorcsi B meueHu. [lpu
LUPPO3€ CHUKEHA KOHLEHTPAIMs B MJa3Me IIa3MHHO-
rena, o,-antuiviasmuHa, (axropa Xl u TpombunoM
aKTUBHPYEMOTO WHruomrTopa (puOpmHONMM3a. YPOBECHD
TAII noBblIiIeH NpY 3a00JICBaHUSX MICUCHH BCIICICTBUE
YMEHBUIEHUsI €T0 KJIMPEHCa, B TO BpeMs KaK YpOBEHb
NATI-1 HOpMaNbHBIIA WK CIIETKa BBIIIe HOPMBI. Takum
obpazom, xonmentpamun MAII-1 HemocTarouHo IS
Heirpanu3zanuu TAII, 9To BeleT K MOBBIMICHUIO (PHO-
punonusa [23]. [Ipu ocTpoii nmeueHOYHON HEeI0CTaTou-
HOCTH OTMeYaeTcs BeIcOKui ypoBeHb MAII-1, u 6amaHc
CMeIaeTcst B CropoHy rumodudpunoimsa [38]. Umeror-
csl JaHHBIE, YTO TUNEepHUOPHHONII3 MOXKET OBITH 00ycC-
JIOBJICH BHICOKUM YPOBHEM 3H/IOTOKCHHOB B uiazme [1],
KOTOPBIE BCACBIBAIOTCS B KDOBb BMECTE C ACLIUTHUECKOM
KHMIKOCTBIO. TaK KaK BBIPQKCHHOCTb ACLUTA SBJISETCS
OJIHUM U3 KpUTEpHUEB OLIEHKH 10 mKajie Yaina-I1sto, To
runepGuOPHHOIN3 KOPPEIUPYET C TSHKECTHIO TIEYeHOY-
HOW TUC(YHKITUH TIPU IIUPPO3e, OLIEHUBAEMOM 10 ATOM
mkaje. CTOUT OTMETUTh, YTO HE y BCEX MAIMEHTOB C
UPPO30M UMeeT MecTo TuneppudpuHonu3. [lanueHTs!
C XOJIECTAaTHYECKUMU 3a00JIeBaHUsIMU TICYEHHN XapaKTe-
PU3YIOTCS HOPMaJIBbHOM MJIM MOBBILICHHON KOAryJsiiy-
eii: 6onee Boicokuit ypoBeHb MAII-1 mo cpaBHEHHIO C
3a00JI€BaHUSIMH TI€YE€HHU JIPYTOM 3THOIOTHH ypaBHOBeE-
[IMBAET MOBBIMICHHYIO0 akTUBHOCTh TAIL Jlo cux mop
ocTaercss NpoOJeMaTHUHBIM MPeayranarh, Pa3oBbETCs
71 TUnepGUOPUHON3, KOTOPHIA JTA00PATOPHO HE BBISIB-
JsieTcsl B CTAOMIIBHOM COCTOSIHUM Y TAIIHEHTa C [IUPPO-
30M, MIPU BO3JICHCTBUH CTPECCOBBIX (akTOpoB (MH(pEK-
1151, OIIEPATHBHOE BMEILIATEBCTBO).

Huccemunuposannoe u ycKOpeHHOE 6HYMPUCOCY-
oucmoe ceepmuléanue

JlucceMMHHpPOBaHHOE BHYTPUCOCYJHCTOE CBEPTHI-
Banue (JIBC-cuHIpOM) XapakTepu3yeTcsi BHYTPHCO-
CYIONCTBIM 00pa3oBaHneM (UOpHHA BCICACTBUE UpE3-
MEPHOU aKTHBALIMU CBEPTHIBAIOIIEH CUCTEMBI, KOTOPAsI
MIPEBOCXOJUT BO3MOKHOCTH TPOTHBOCBEPTHIBAIOLIEH
cucremsl. [Ipoucxoaut norpebienne (HakTopoB cBep-
TBIBAaHUS W TPOMOOIIMTOB, BTOPUIHAS aKTUBAINS (HUO-
PUHOIN3A, YTO MOBBIIIAET KPOBOTOYUBOCTH.

[lo3nuue cragun ABC-cunapoma 1 HapylleHus re-
MOCTa3a Ipu LUPPO3€ M0 Ja00PATOPHBIM MOKA3ATEISIM
oueHb cxoku: yniuHensl [1B u AUTB, Huzkuit ypoBeHb
(uOpUHOreHa, MOBBIIICHO COACPIKAHUE TPOTYKTOB Jie-
rpagauun GuodpuHa 1 D-auMepoB, TpoMOOIMTONICHHS.
[Tostomy nuddepeHIranbHblii AUATHO3 TOJIBKO IO
JabOpaTOPHBIM TAaHHBIM MOXKET OBITH 3aTpydHeH. Ha-
nuune JIBC-cuHapoMa y MalMeHTOB ¢ ITUPPO30OM Tie-
YeHU B HacTosIee BpeMs ocriapuBaercs. Hecmorps Ha
HaJINYME CXOIHBIX OTKJIOHEHHMH B J1aOOPAaTOPHBIX TeC-
Tax, Ha ayTOICUHU Y MALKEHTOB C IIUPPO30M HE HAXOAAT
omtoxkeHuit ¢pubpuna, u xnmHuuecku JIBC-cunmpom
nposiBisieTcs: kpaitne pezaxo [10].

Bonee uyBCTBUTENBHBIE TECTHI, TAKKE KAK KOJINYEC-
TBEHHOE ompeneneHue pudpuHomentuaa A, ¢parmen-
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ta 1+2 nporpombuna, D-aumepos, pacTBopuMBbIX (Hub-
PHH-MOHOMEP-KOMITJIEKCOB, MTOKA3bIBAIOT HATUYNE TaK
Ha3bIBAEMOT0 (PEHOMEHA YCKOPEHHOTO BHYTPHCOCY-
JIUCTOro cBepThiBaHus U hubpuHoansa y 30% narueH-
TOB ¢ IUPpo30M. DEHOMEH YCKOPEHHOTO BHYTPHUCOCY-
JIUCTOTO CBEPTHIBAHUS 1 PUOpHUHONIH3a 00JIee BHIPAKEH
B BOPOTHOHM BEHE, Ye€M B CHCTEMHOM KpoBOTOKe [3].
DTO cBsI3aHO ¢ 00JIee BHICOKUM YPOBHEM DHIOTOKCH-
HOB B BOPOTHOW BeHE, 4YTO 3amyckaeT BeiOpoc WJI-6
u a-®HO, TeM caMbIM aKTHBHPYS BHYTPHUCOCYIUCTOEC
CBEpTHIBAHHE.

MporHocTMYeCcKas LLeHHOCTb NAQ3MEHHOM
KOHLLEHTPALUU (PAKTOPOB CBEPTHIBAHMS

[Tpu nuppo3e masmMeHHass KOHICHTpalus (aKTOpOB
CBEPTHIBAHUS SIBJISICTCS MHIUKATOPOM CHHTETHYECKOM
¢yHknuy nedenu. 11B sBisgercs yacThro mikansr Yaiina-
[Ipto, KoTOpass Hamboiee YacCTO HWCIONB3YETCS [T
OIICHKH TSDKECTH MOpakeHus neueHu. HenaBHo paspa-
ooranHas mkaina MELD, Bkitouaromias B ce0st MeX1y-
HapojHoe HopManu3oBanHoe otHoteHre (MHO), ore-
HUBAET BEPOSITHOCTh CMEPTH B Onrkaiiime 3 Mecsiia u
WCIIONIb3YETCS I OTPECIICHUS IePBOOYCPETHOCTH B
TpaHCIUTAaHTAIMHK TTeueHH [26].

Omnpenenenue KOHIEHTpanuu (HaKTOPOB CBEPTHIBA-
HUS HE JTaeT CYIICCTBEHHOW JOMOIHUTEILHON HHDOP-
Maluu 1mo cpaBHeHuto ¢ ompeneneauem [1B u MHO.
MHorohakTopHbIidi aHaIM3 MPOrHOCTUYECKUX (PaKTO-
POB y TAIMEHTOB C IIUPPO30M IOKa3al, YTO YPOBEHb
¢dakropa VI O6b11 HE3aBUCUMBIM TIPEAUKTOPOM BEDKH-
BaemocTH: paxtop VIl < 34% coorBercTBOBA JIETAIIB-
HocTH 93% B Omwkaiinme 10 mecsites [45].

[Ipu ynpMHUHAHTHON IEYEHOYHOH HEIO0CTATOUYHOC-
TH YPOBEHH (akTopa V MOXKET CITy>KUTh IS OTpese-
JICHUsI TIOKAa3aHUH K TpaHCIUIAHTAIIMU TIEUYEeHHU: TPaHC-
TUTAHTAIUS TIEYCHU TI0Ka3aHa, Korna ¢aktop V HUKe
20% y marmentoB muaamnie 30 net u Hwke 30% y narm-
entos crapire 30 mer [5].

OueHKa pUcKa passuTus TPoMb6030B

TpomOO3bl WHOTIA «IAPATOKCATIBHO» CIYyHarOTCs
y NAlKEHTOB C LUPPO30M JaXe B TE€X CUTYyaLHUsIX, KOI-
Jla KIIMHIYECKA MMEETCsI TIOBBIIICHHBIM PUCK Pa3BUTHUS
KpoBoTeueHH. HecMOTpsl Ha THITOKOATyJISILUIO 10 JIaH-
HBIM J1Ta00PaTOPHBIX TECTOB, STHX MAIMEHTOB HE CIIEAYET
paccMaTpuBaTh Kak HaXOISIIUXCS BHE PUCKA PAa3BUTHS
Tpombo3a. Wanless ¢ coaBT. cuuTarot, 4to TpoMO03 BO-
POTHOI BEHBI WJIM MIEYCHOYHBIX BEH SIBISACTCS IPUIMHON
nporpeccupoBanus 3aboseBanusi. TpomMOO3bl BOPOTHOM
BEHBI WJTH TIeUeHOUHBIX BeH ObUIH 0OHapyxeHbl B 70%
SKCIJIAHTUPOBAHHBIX TIeUeHEH, 1 B 36% UMENINCh THCTO-
JIOTMYECKUE TIPU3HAKN XPOHUYECKOro Tpombo3a [47].

Tpom003 BOPOTHOHM BEHBI OCJIOXKHSET TEYCHUE
uppo3a B 0,6-15% cnyuyaeB u BefeT K yXyAIICHHUIO
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(GYHKIMH TI€YeHH, Pa3BUTHIO ACIIMTa, & B HEKOTOPBIX
CllydasiX — K ME3eHTEePHAJIbHbIM HH(papKTaM. Y TaKHX
MAlMEHTOB II0KAa3aHO paHHee Ha3HaueHUE AHTHUKOA-
TYJISHTOB, YTO II03BOJISIET JOOWMTHCS peKaHaIM3aLUU
B 50% cnyuyaeB W OpeAynpeauTh PaclpOCTpaHEHHUE
TpomOa Oe3 pa3BUTHsI FeMOPPArHYeCKUX OCIOKHEHHH.

[Ipu cungpome banna—Kuapu aHTHKOAryIsHTHI
CJIeyeT HA3HA4YUTh Cpa3y K€ IOCJE YCTAaHOBJICHUS
JIMarHo3a, Tak Kak COMYTCTBYIOIIME 3ToMy 3aboJeBa-
HUIO TEHETHUYECKUE Ne(EeKThl, BEIyIIHe K TpoMOO3am,
JI0 CHX IIOp HOJHOCTBIO HE U3y4eHbl. PaHHee Ha3zHave-
HHE aHTUKOATyJISIHTOB YIy4IlaeT IIPOrHO3. AHTHKOAry-
JSTHTHAS TEpanus JOJDKHA OBITh MPOIOIDKEHA U TOCIe
nepecajky Me4eHH M3-3a BHICOKOTO PUCKa PELUINBA U
PasBUTHS TPOMOOTHYECKHUX OCIIOKHEHHUH TOCIIe TPaHC-
IUTAaHTALUH.

YV nanueHToB ¢ X0JeCTaTHYeCKUMH 3a00JIeBaHUSIMHU
neyeHu TpoMOoaIacTorpaus 4acTo BBISIBISET TUIEP-
KOAryJsIHI0. DTH MALUEHThl MOTYT OBITh CKJIIOHHBI K
TpoMOO03aM.

Puck TpoM003a TIyOOKHX BEH W TPOMO0IMOOINHU
JIETOUHBIX apTepUil TPU LUPPO3€ IJIOXO HM3y4YeH, HO
ommcan B juteparype [16]. [Toka HeT pexomeHmanuii
HH TI0 JIEYEHUIO TPOMOOTHYIECKUX OCIOKHEHUH, HU 110
uX MpopuIIaKTHKE, HATpUMeEp Mpu GUOPHILISALIUY TIpeT-
cepaMid, y MaleHTOB C IUPPO30M MIEYCHHU.

OueHka PUCKQ PA3BUTUA KPOBOTE4YEHUA

Posb, KOTOpPYIO MrpalOT M3MEHEHUS] KOATYISIUH B
PasBUTHU KPOBOTEUCHUH NMpH LUPPO3e, 10 KOHIA He
omnpeneneHa. YacTHYHO 3TO OOBSCHSIETCS CIIOKHOCTHIO
(B TOM ymCIIEe U BBICOKOH CTOMMOCTBIO) ONpECICHUS
MPOKOATYJISTHTHBIX M aHTHKOATYISHTHBIX (DaKTOPOB M
Oananca mexny HuMu (1adm.) [40]. K Tomy ke oueHb
MaJIo TECTOB, KOTOPBIE OTPAYKAIOT MPOLECC KOATYISLIUH
in vivo. B o1HOM M3 HEIaBHUX HUCCIEIOBAHUM IN Vitro
M3y4Janaoch 00pa3oBaHUe TPOMOWHA Y TIAIIMEHTOB C IHAP-
PO30M — OHO OBLTO HE HapYIIEHO. ABTOPHI 3TO OOBSICHSI-
10T TE€M, YTO HapyLICHHs B CBEPTHIBAIOIICH U IPOTHBO-
CBEPTHIBAIOLICH CHUCTEMaX MPOHMCXOIST MapajienbHO.
OnHaKo METOMBI OLIEHKH reMoCTasa in Vitro uMeroT psa
OTpaHUYEHHH, OJIHO U3 TIIABHBIX — OTO UCIIOJIBL30BaHUE
¢dochomunuaoB BMECTO aKTHMBUPOBAHHBIX TPOMOOLH-
TOB [44].

Posnp HapymieHuit cucTeMbl reMocTa3a B KpOBOTEUE-
HHUM U3 BapUKO3HO pacurpeHHbiXx BeH (BPB) HescHa.
IuneppuOpruHONIN3 CIOCOOCTBYET, HO HE SIBISIETCS He-
MOCPEICTBEHHON NPUYMHON Pa3BUTUSI KPOBOTCUCHHH.
Bricokmii ypoBeHb MPOAYKTOB Aerpamaiuu GhudpuHa,
KaK MapKepoB aKTUBHOTO (PUOPHHOIN3A, ACCOIIMHPOBAH
¢ 0oJiee BEICOKMM PHCKOM KPOBOTEUEHUSI TT0 CPABHEHHIO
C ManMeHTaMH, Y KOTOPBIX B IJIa3Me OTCYTCTBYIOT IIPO-
JyKThI gerpafaiun GuopruHa (OTHOCUTEIBHBIH PHCK =
8.0). B HacTosIIMii MOMEHT TOJBKO KOJMYECTBO Oaj-
J0B 1o wkaie Yaina-I1pto 1 3HI0CKONIUYECKHE Tapa-
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MeTpel BPB ocTarorces ImaBHbBIMU POTHOCTUYECKUMHU
(akropamu pa3BuTUs KpoBoTeueHus [46]. Mzydanacek
poib MH(EKUHH M SHIOTEHHBIX T'eNapHHONOJOOHBIX
cyOcTaHIIUi, ompenesieMbIX TpombolmacTorpadude-
CKH, B KpoBoTeueHnn n3 BPB mumesoma. Burroughs ¢
COABT. MOKAa3aJl, 4TO YXYIAIIECHHE KOATYJSIHNA BO BpeMs
nH(peKIrn 00yCI0BIEHO HATUYMEM B KPOBH ONIpees-
E€MBIX TPOMOODIACTOTPAMMON CYOCTAHITHH, ITOXOXKHX
Ha HU3KOMOJICKYJSIpHBIA Tenapud. MH)ekuus MoxeT
OBITH MYCKOBBIM (PaKTOPOM B Pa3BUTHUH KPOBOTECUCHHUS,
1 00a (akropa (MH(EKIHS U renapruHONOA00HbIE CyO-
CT@HLIMM) MOTYT O0YCIIaBJIMBATh IEPCHCTEHIHUIO KPO-
BOTEUCHHUSI y YaCTH MaIMeHTOB [7].

HoBble BO3MOXHOCTU B UCCAEAOBAHUMU
CHUCTEeMbl TeMoCTa3d

PytuHHO wucnonb3yemble J1abOpaTopHbIE TECTHI,
Takue kak onpenencane AYTB u 1B, umeror psg cy-
IIECTBEHHBIX HEJO0CTaTKOB. Bo-TepBBIX, MCCIemyeTcs
HE IIeJIbHas KPOBb, a Iia3Ma. Bo-BTOpBIX, OLCHMBA-
eTcs TOJBKO MPOKOATyJISIHTHAsE COCTABIISIONIAsl TeMO-
cTas3a. B-TpeTbux, BO3MOXKHO IOJIyu4€HHE HEAOCTOBEP-
HBIX PE3YJIbTaTOB MPU BHICOKOM YpOBHE OMIMpYyOMHA.
BOABIINMH IHATHOCTHYCCKUMHU BO3MOXKHOCTSIMH 00-
Jajaer MeTox TpomOoanacroMmerpuu. McecnenoBanue
IIPOBOZUTCS Ha LIEJIbHON KPOBU M IIO3BOJISIET B KOPOT-
kue cpoku (10-15 munyT) nuddepeHnpoBaTh NpUyIH-
HY THITOKOATYJISIUH: 1eUUUT PaKTOPOB CBEPTHIBAHUS,
HaJM4nue MHrUOUTOPOB (haKTOPOB CBepTHIBaHUs (rera-
puH), TUepHUOPHHOIN3, KAa4eCTBEHHBIE W KOIMYEC-
TBEHHbIC M3MEHEHUs (uOpUHOreHa W TPOMOOIIMTOB.
OTO 1aeT BO3MOXXHOCTb NPUMEHUTH CIECHU(PHYECKH
HalpaBJICHHYIO TEPalMi0 BMECTO MYJIBTUTpaHC(y3u-
OHHOTO TOIX0Ja.

MHBA3MBHbIE NpOLLEAYPbI

B crannapt oOcienoBanus Ui OLIGHKH PHCKa KPO-
BOTECUECHHS TIepe]l WHBa3UBHBIMH MPOIEAYPAMH BXO-
mut ompenencHue 1B m kommgecTtBa TPOMOOITUTOB.
VY manueHToB ¢ HUPPO3OM OTMEdaeTcsi Oojiee BHICO-
KUl ypOBEHB JICTaJbHOCTH BO BpeMs onepanuu [37],
gyT0 B 60% cBs3aHO ¢ OoMNbIION KpoBomOTepe. bomee
paHHUE UCCIIEIOBAHMS BBISIBHIIN CIICTYIOIYIO 3aBUCH-
MOCTb: YIJTMHEHHE TPOTPOMOMHOBOTO BpeMeHu Ha 1,5
u Oosee ceKyHI M Ha 2,5 u Oonee CEeKyHJ COOTBETC-
TBYIOT JieTanibHOCTH B 47 1 87% coorBercTBeHHO [21].
[Mostomy ymnunenue 1B Oosiee uem Ha 3 ceKyHABI U
kosnnuectBO TpomGoruToB Menee 50 000/mMm® MOKHO
CUUTATh OTHOCHUTEIILHBIMU MPOTUBOIIOKA3aHUAMU JIJIs
TJTAHOBOTO OIEPAaTHBHOTO BMEIMIATENHCTBA Y IallUeH-
TOB C ITUPPO3OM.

Buroricust neueHn MUPOKO MCTIONB3YETCs Al a-
THOCTHKH M OTPENENICHUs CTENECHU TSDKECTH MOpake-
HUS TIEYeHN M BBIpaXeHHOCTH (hndpo3a. bomee Toro,
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OuoIICUsl TeUYeHU HeoOXoauMa JUisl JMAarHOCTUKU pe-
aKIMM OTTOPIKEHHUsS IMOCJIe TPAHCIUIAHTALMU Tieue-
HU. DOTa Tpoleaypa OCIOXKHSIETCS KpPOBOTEUECHHEM
B 0,35-0,5% cnyuaeB, J€TalbHOCTh IPH Pa3BUTHH
atoro ocnoxkHenusi cocrasusger 0,1%. B ogHom u3
WCCIICZIOBAaHUI Yy TMAaIMEHTOB, KOTOPHIM BHIMOJHSIACH
JarmapoCcKonrueckass OWOTICHs TIeUYeHH, He OBLJIO BBI-
SBIIEHO KOPPENSAINU MEXIy DPHUCKOM KpPOBOTEUEHHS
W3 MECTa MyHKIUU U pe3ylbTaTaMy KOaryJIsIIMOHHBIX
tectoB [18]. HecmoTpst Ha 0TCYTCTBHE TOPOTOBBIX 3HA-
YeHWW KOATYISIIMOHHBIX TECTOB, OTKIOHEHHS BBIIIE
KOTOPBIX aCCOLMUPOBAHBI C PUCKOM Pa3BUTHS KPOBO-
TEUEHHs TIPU JIANapOCKOIMYECKOH OHMOIICHU TeUeHH,
nepe]] YpECKONKHON OUOIICUEH TICUSHH BCE e PEKOMEH-
nyercst onpenensath MHO 1 komudecTBo TpOMOOITUTOB.
Hccnenosanne, mpoBeneHHOe bpuTaHCKIM 00IIECTBOM
ractposHTeponoroB B 1991 rony, mokasaino, 4to puck
pa3BuTHsl KpoBOTeueHus y namueHToB ¢ MHO > 1,5 B
JIBA pa3a BhIIe. B nmureparype He CyliecTByeT equHOTO
MHEHUS OTHOCHUTENBHO HIDKHEH TPaHMIIBI YMCIIa TPOM-
OOIMTOB IS BBITMTOJTHEHNUS1 OMOTICHH TTedeHH. PykoBoc-
TBO bpHTaHckoro oOmiecTBa racTpo’HTEpOIOroB [22]
PEKOMEHTyeT TOIEPIKUBATh YUCIO TPOMOOIIUTOB 0O-
nee 80 000 B MM®, peKoMeHIAINM Ke KIMHUKH Meiio —
50 000/ Mmm® B KauecTBe MOPOrOBOrO 3Ha4eHHs. Eciu
1a00paTOpPHBIC TECThI BBIXOAAT 3a YKa3aHHBIC BHIIIEC
TIPEJIEITBI, TO MOXKET OBITh BHIITOTHEHA TPAHCIOTYIISIPHAS
OmoricHs IeYeHH, KOTOpast SBIISIETCS Oojiee 0e30TacHOM
1 He TpeOyeT 3aMeCTUTENLHOM Tepaniu CBEKE3aMOopo-
JKeHHOMW TJIa3MOH MJTM TPOMOOLIMTapHON MacCOH.

[Ipu HEOONBIIMX MAHUITYIAIMIX, TAKUX KaK TOpa-
KOIIEHTE3, TapaleHTe3 WIN JIIOMOaNbHas MyHKIHS, Y
MAIMEHTOB C 3a00JCeBaHUSIMH MIEUCHH HET YETKHX pe-
KOMEH/AIUN 10 HWKHUM T'PaHUIlaM KOaryJIsIIHOHHBIX
TECTOB JUIA BBIMIONHEHUS STHX Tpouenyp. [Ipotuso-
MTOKa3aHWSIMH K HAM SIBIISTIOTCS ToNbKO JIBC-cunmapom
Wi TunepGuOPUHOIH3.

Koaryasums npu uHdpekummn u cencuce

OOmas yactoTa HHOEKIMOHHBIX OCIOKHEHUH TIPU
nuppose coctaBisier okoio 30%. Mudekmuu acco-
[MAPOBAHbl C BBICOKAM PHCKOM PAHHUX MOBTOPHBIX
KpPOBOTEUEHHH 1 Ooiee BBICOKOH JieTanbHOCThIO. [Ton-
TBEP)KACHHEM dTOMY CITY)KUT TOT (aKT, 4YTO MPOpHIIaK-
THYECKOE Ha3HAUCHHE aHTHOMOTHKOB BEHET K CHIKE-
HHIO YaCTOTHI IIOBTOPHBIX KPOBOTEUeHHH [24].

Burroughs ¢ coaBr. u3ydanu aaHHbIE TpoMOoO3Iac-
Torpaguu M BeIABWIM, 4TO y 20 ManueHToB ¢ LUPPO-
30M MEYEHH, ¥ KOTOPBIX Pa3BUIIOCH PaHHEE MOBTOPHOE
KpPOBOTEUYCHUE, YXY/AIICHUE MTapaMeTPOB TPOMOODIIACTO-
rpadguu 0oTMEHanoch y)ke 3a JIeHb J0 MOBTOPHOTO Kpo-
BoTeueHus1. Kpome Toro, manueHThl ¢ OakTepHaTbHOM
nHpeKrel uMenn 0osiee BEIpAKCHHBIC U3MECHEHHS Ha
TpomOoanactorpamme. ToT (akT, YTO 3TH MU3MEHEHUS
KOPPUTHUPOBAIKCH N VItro mo0aBieHHeM remnaprHa-
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31 1 — (hepMeHTa, KOTOPBIM pa3pyllacT renapHHOINO-
JIOOHBIE CYyOCTaHIIMH, — TOBOPUT O TOM, YTO U3MCHEHUS
ObLTH 00yCITOBJIEHBI HamuureM mociennux [7]. Tema-
PUHONIOAOOHBIE BEIECTBA OMPEACISUTNCH B KPOBH HE
TOJIBKO 3a CYTKH J10 KpoBoTeueHus: u3 BPB numiesona,
HO U CITyCTsl HECKOJIbKO yacoB mocie Hero [43]. Ha oc-
HOBaHWU 3TUX JaHHBIX ObLIa BHIABHHYTA THITOTE3, YTO
SHIOTOKCHHBI M BOCTaieHne (BCIeACTBHE WHDEKIINH)
MOT'YT CIIOCOOCTBOBaTh BHIOPOCY TENapHHOMOIOOHBIX
CyOCTaHITU# U3 DHAOTENNS U TYUHBIX KJIETOK [7]. Kpome
TOTO, CETICUC BE/IET K YXYIIICHUIO (PYHKITUH TPOMOOIIH-
TOB, CHIDKEHHIO MX KOJIMYECTBA M CIIOCOOHOCTH K arpe-
raiuu (mocieaHee 00yCIIOBICHO MOBBIIICHHON MPOITYK-
et NO), uro erre 60sbIlIe HAPYIIAET FTeMOCTA3.

Tepanus HapyLeHUH remocTasa
Y NALMEHTOB C LLUPPO3OM MEYEHH

Koppeknust HapyIeHu# KOaryisIiiy mpy 3a00J1eBa-
HUSX TICYCHHU MOKa3aHa TOJBKO MPU KPOBOTCUCHUU M3
BPB, B0 Bpems onepanuu WM MEpes BbIIOJIHEHUEM
WMHBA3UBHBIX MaHUITYJSILUH.

BuyTpuBennoe BBeacHue Butamuda K B 1o3e 10 mr
B CYTKHU B TeueHHe 24—48 4acoB JUKBUIUPYET €ro Jie-
¢buuT.

Ceexesamopokernast miasma (C3II) comeput
BCE (DAaKTOPHI CBEPTHIBAHUS, U €€ BBEICHUE [1O3BOJIIET
CKOPPHUTHPOBATh YAJIMHEHHOE MPOTPOMOMHOBOE Bpe-
Msl, HO CTEeleHb KOppeKuuH 3aBUCHUT OT 1036l C3II u
MCXOIHOTO YPOBHSI IIPOTPOMOMHOBOTO BpeMmeHHu. Be-
JeT JIN HOpMajM3auus NPOTPOMOMHOBOIO BPEMEHH K
YAYYIIEHNIO TeMOCTa3a, 10 KOHIIA He BhIICHEHO. K To-
MY JK€ 3Ta KOppeKIHs KparkoBpeMeHnHa (24—48 daco).
Ee mmTenbHOCTh 3aBUCUT OT IEpUOAa MOIypacnanga
(axropoB cBeprhiBanms (0coberno ¢axropa VII). Ha-
nbonee 4acThIM NokazanueM K TpaHncgysuu C3II siB-
JsieTCs HAIM4KMe KpoBoTeueHHus y naunumeHroB ¢ MHO
>2 WM yJUIMHEHUEM TPOTPOMOMHOBOTO BpPEMEHHU 00-
nee yeM Ha 4 cexyHnsl [17]. Bo Bpems omepanuu wim
nepesl BHIMOJHEHWEM HHBA3WBHBIX MaHUITYJISIIAN 3a-
MECTHTEIIbHAsSI Tepanus oKa3aHa MpH YIUIMHEHUH TIPO-
TpoMOuHOBOrO Bpemenu Ha 50% ot HOpMBI (T. €. mpu
MHO = 2) [17]. TpancrorynspHas OHOICHS IOKHA
BBITIONTHSTHCS, KOTZHA HE YIAJIOCh JOOUTHCS IOJTHOM
Koppekuu koarynonaruu Ttpancdysueir C3II. Ilpu
MacCUBHON TpaHC()Y3UH SPUTPOLUTAPHON MACChI BO
n30eKaHue CHIDKEHUS KOHIIEHTpAIH (DaKTOpOB CBEp-
THIBaHUsSI BCIICJICTBUE JAMJIIOIMU Ha KaXKJble JBE JI03bI
SPUTPOLUTAPHON MaccChl MEPENUBAIOT OIHY J03y CBe-
JKE3aMOPOKEHHON IU1a3Mbl. YTOOBI YBEJIMYHUTH aKTHB-
HOCTh (DakTOpOB cBepThiBaHMs Ha 1-2%, HEOOX0MUMO
nepenuth C3I1 B 103¢ 1 Mi/kr. JIOCTHYB aeKBATHOTO
BOCIIONTHEHUS iepunnTa (pakTopoB TPYIHO U3-3a HEOO-
XOIUMOCTH TpaHchy3uu O6ombimoro oosema C3II, uto
HEXKEJIATEIbHO y MALMEHTOB C LUPPO30M, Yy KOTOPBIX
00beM IUPKYIUPYIOIIEeH KPOBU U TaK MOBBIIICH, a IIPH
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OCTpPOH TIEYCHOUHON HEI0CTAaTOYHOCTH YBEJINYCHUE
o0bema I1a3Mbl MOJKET BBI3BATH MOBBIILICHHE BHYTPH-
YepenHoro AasieHus. bonee Toro, n3-3a KOPOTKOTO TIE-
puoza nojiypacnaga HEKOTOPBIX (PaKTOpOB CBEPTHIBA-
HUSI BBEJICHHE CBEKE3aMOPOKEHHOH IUIa3Mbl CIIEyeT
MOBTOPATH Uepe3 Kaxple 6—-12 yacos.

[Tpy HU3KOM KOJIMYECTBE TPOMOOLIUTOB IIEPETUBAIOT
TPOMOOIIUTAPHYHO MACCy, OIMH MaKeT Ha Kaxabie 10 kr
Macchl Tela, ¢ KOHTPOJIeM YKcia TPOMOOLMTOB depes
Yac 1ocjie OKOHYaHus BBeeHus. CTOUT OTMETUTh, YTO
OTCYTCTBYET KOPPEJISILMA MEXIY CHUKEHUEM BPEMEHH
KPOBOTEUEHMS, MOBBIIIEHUEM KOJIMYeCTBa TpomMOoLu-
TOB | YJIy4IlICHHEM remMocTasa [22].

Kpuonpenumnurar cogepxxut ¢daxrop VI, dpubdpu-
HoreH, ¢akrop BumneOpanma, ¢ubpoHekTHH, paxTop
XIIl. braromapst ToMy 9TO JOCTaTOYHO BBEICHUS He-
6onpimx 066eMoB (30-50 mir/1 103a/10 kr), kpHOTIpe-
LUIKATAT MOXKET OBITH MOJIE3eH y NalueHTOB C LUPPO-
30M WJIM OCTPOH MEYEHOUYHON HEJOCTATOUYHOCTBIO.

JlecmonpeccuH sIBASETCS aHAJIOTOM AHTHIMYpPETH-
YecKOro TOpMoOHa, NoBbImaeT ypoBeHb (akropa VIII
u ¢axropa BunneOpanaa, BO3SMOXKHO, 32 CUET CTUMY-
JSIIMM  BBICBOOOXKIEGHMS MX M3 3HpoTenus. Jlecmo-
IPECCUH YMEHbIIAET BPEMSI KPOBOTEUEHUsI, YIIyUIlIaeT
nepBUYHBINA TeMocTa3 B g03¢ 0,3 MKI/KT y TalneHTOB
C TMEYEHOYHOM HEeI0CTaTOUYHOCThI0. OIHAKO paHIOMU-
3UPOBAaHHOE HMCCJIEIOBAaHUE, B KOTOPOM CpPaBHMBAIACh
Tepanusi KpoBotreueHus: u3 BPB Tepnunpeccunom u
KOMOWHAIMEH TepIUIpecCHHa C AeCMONPECCHHOM, He
BBISIBUJIO Pa3IMYMi MEXIY TPYIIIaMH 110 YacTOTE TIOB-
TOPHBIX KPOBOTEUYEHHIt B miepBbie 24 vaca [19]. B emte
OJHOM PaHIOMHM3MPOBAHHOM HCCIICIOBAHUM BBEACHUE
JIECMOTIPECCHHA HE CHUKAJIO KPOBOIIOTEPH TIPH Pe3eK-
UM [IEYSHH, HECMOTPsI Ha MOBBILIEHUE YPOBHS (HaKTO-
pa VIl u pakropa Buuiebpana [48].

Pytunnoe BBenenune antutpomoOuna 1l He pexomen-
JTyeTCSl.

PexomOuHanTHBIM akTHBHUpOBaHHBIA (akrtop VII
(rFVIla) nepBoHauaibHO ObLT pa3pabOTaH s JICUCHHUS
MAIIEHTOB C WHTUOUTOPHOW (opmoil remodrmimu A
u B. Onnokparnoe BBeaenne IFVIla y mamumentos c
UPPO30M  J10303aBUCHMO KOPPUTHPYET YIUIMHEHHOE
[1B. PannoMu3upoBaHHOE HCCIEIOBAaHUE, B KOTOPOM
myqasock npuMmerenne rFVIlay 71 manuenra mpu na-
MapOCKONNYeCcKol OMOIICUH TICYCHH, HE BBISIBUJIO pas-
JIMYUH C KOHTPOJIBHOW TPYIIION 110 BPEMEHU KPOBOTE-
yenust [31]. [Ipu 0CcTpoii EUeHOUHOM HETOCTATOYHOCTH
rFVIla Moxet OBITH IPEAMTOYTHTEIICH TSI HOpMaJIH3a-
UM TPOTPOMOMHOBOTO BPEMEHH C LIENBI0 CO3/IaHHUsI
YCIIOBUH AJISl IOCTAHOBKM JaT4MKa BHYTPUUEPETTHOTO
JaBieHHUSA. B paHAOMM3MPOBAaHHOM HCCIICIOBAHUH Y
TaIrueHToB ¢ kpoBoreueHneM n3 BPB BBenenue rFVIla
NPUBOJMIO K HE3HAYMTEILHOMY CHIDKCHHIO YacTo-
ThI IOBTOPHBIX KPOBOTEUEHHUH, HO HE OBUIO pa3inuuii
C KOHTPOJILHOM TpYyNIoOH MO MOTPeOHOCTH B TpaHC-
¢ys3uu [6]. B mpyrom mccrnemoanuu 10 marueHnTam ¢
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kpoBoteueHuem u3 BPB Beomumm rFVIla qis noctmxke-
HUSl TEMOCTa3a, HO Y 6 pa3BHIOCH paHHEE MOBTOPHOE
KPOBOTEUEHHE, U BCE OHU YMEPJIH, YTO MOATBEPIKIACT
KpPaTKOBPEMEHHOCTh JelcTBHs mpemnapara [14]. Yun-
ThIBasi BOBMOYKHOCTb Pa3BUTHs TPOMOO30B U 3aITycKa
JABC-cunapoma, 6e3onacHocts npuMeHenus rFVIla y
MAIMEHTOB C IIUPPO30M HEOOXOAMMO U3YYHTh B OOJb-
NIMX PaHJOMHU3HUPOBAHHBIX UCCIICIOBAHHSX.

TpaHcnAaHTAUMA NeYeHu

Optotonuyeckas TpaHciuianTanus nedenu (OTIT) —
€IMHCTBEHHBI METOJ JIEYEHHs KOHEYHOM CTaauu
3a00NeBaHUH TEUYeHU. YIIyqlIeHUs B aHECTE3UOJIOTH-
YeCKOM 00ecTieueHI , XUPypPrudecKoil TEXHUKE U KOH-
cepBalliM opraHa MMO3BOJIUIU B MTOCIEIHUE TOAbI 3HA-
YHUTEIBHO CHU3UTH NMOTPEOHOCTH B TpaHCchy3uu [27].
TeMm He MeHee 00bEM KPOBOIIOTEPH CHIILHO BAPHUPYET,
1 B OOJBIIMHCTBE NCCIIEOBAHUN KOPPETHPYET C BHICO-
KOU JIETalIbHOCTBIO, TUIOX0H (DYHKLMEH TpaHCIIaHTaTa
U PUCKOM MH(EKIIMOHHBIX ocloxkHeHu# [36]. B Hacto-
sAl1ee BpeMsl B HEKOTOPBIX CIIydasiX yIaeTcs IPOBECTU
oTepanuio 6e3 mepeTuBaHms SPUTPOIIUTAPHON MACCHI.

Hu mpenomnepannoHHble KOaryislMOHHBIE TECTHI,
HU MapKepb! puOpuHOIN3a BO BpeMsl ONlepaLuy He 103-
BOJISIFOT HPEAIOJIOKUTh WHTPAOIIEPALIOHHYIO KPOBO-
motepio [42], 06beM KOTOPO# 3aBUCHT OT Pa3sBUTOCTH
KOJIJTIATEpaIbHOTO KPOBOOOpAIIEHUsS! BCIEACTBUE TOP-
TaJbHOU TMIEPTEH3UH U MPEALIECTBYOUINX ONepanuil
Ha opraHax OpIOITHON MOJIOCTH.

Hapymenus B cucteme remocrasza Bo BpeMs TpaHC-
TUTAHTALUH TTEYEHN 3aBUCAT OT XUPYPrHUECKHUX 3TaIoB
ornepanuy (mpearenaTn4ecKuii Mepuo, arenaTuuecKui
Hepuos, nocrpenepdy3MOHHbIN MEPUOT) U MOCIeore-
PaIMOHHOTO TIeproa.

Ilpeazenamuueckuii nepuoo

[lepBbIii 3Tam omnepanuy XapakTepu3yercsi OOib-
1I0Ml TPaBMAaTMYHOCTBIO M3-32 PACCEUEHUs] CHAeK M
nepecedeHnss MHOKECTBA KOJIJIATEPATbHBIX COCY/IOB.
Kak mpaBuio, HaOmMoAaI0TCSI yMEpEHHbIE HAPYIICHHSI
KOAryJILIMU ¥ yMEpPEHHas KPOBOIOTEPS, KOTOpasi Kop-
PEIUPYET CO CIOKHOCTBIO I'€NIaTIKTOMHUM U CTETIEHBIO
BBIPQXEHHOCTH THITOKOATYIISAIIUN 10 OTlepanuu. DTHO-
norus 3a00JeBaHus IEYSHHU BIUSET Ha KPOBOIIOTEPIO H,
COOTBETCTBEHHO, Ha MOTpeOHOCTh B TpaHcdysuu. [lpu
renaToLeIIONIPHON  KapLUUHOME, XOJIEeCTaTHYeCKHX
HNOpaXEHHUsAX TeueHN (MePBUYHBINA CKICPO3UPY O
XOJIQHTHT, TIEPBUYHBIN OMIHAPHBIN TUPPO3) HabMIOA-
€TCsl CKJIOHHOCTh K THIEpKOAryysiluy, oIpenenseMas
o TpoMmOodlIIacTorpaMme, U MeHee BhIpaxkeHa (Gpuopu-
HOJINTUYECKAsT aKTUBHOCTh, MOATOMY aHTH(PUOPHUHO-
JUTHYECKHE TpenapaTsl He HazHaudatoTcs. [Ipu TpaHc-
IUIAaHTAlUU Y JETell 1Mo MoBoAy OWIMapHOW aTpe3uu
HapyLICHUs! KOAryJsilUM HE CTOJIb 3HAYMTENbHBI, KaKk
TIPH LUPPO3€ IPYTOM STHOIOTHH.

Azenamuyeckuii nepuoo
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B aToT mepuon KpoBoroTepss MUHUMaJIbHa, TaK KaK
OCHOBHBIE COCY/IBI TIEPEXKAThl, HO BCIEACTBUE U3MEHE-
HUI B reMOCTa3e KPOBOTCUCHUSI MHOI/IA Pa3BUBAIOTCS.
Hanmmuwe runmepduOpuHONIN3a B 3TOT NEPHOA Ollepa-
UM JIOKa3aHO OOJIBIINM KOJMYECTBOM HCCIICIOBAHUH.
[Ipoucxoaut yBeNWYEHHWE KOHIEHTPAIUH TKAHEBOTO
AKTHBATOpPA TUIA3MHHOTCHA, KOTOPBI HE IHMUHHPY-
€TCsl [IEYCHbIO, BBIKIOYEHHON U3 KpOoBOTOKa. Jlokasa-
TEJILCTBOM aKTUBHOTO (PMOPHHOIUTHYECKOTO Mpoliecca
CIIyXKaT OJHOBPEMEHHOE CHUIKEHHUE OL,-aHTHILIa3MUHA
W MJIa3MHUHOTEHA M yBEIHUYCHHE TPOJYKTOB Jerpaja-
mnn pubpuHa u ¢ubpuHOTeHA. B HCCIemoBaHUX,
OIICHMBABIINX HM3MCHEHHE KOHIICHTpAIMK (aKTOPOB
CBEPTHIBAHUS IOCJIC MPUMEHEHHUS PEKOMOWHAHTHOTO
aktuBupoBaHHOTO (hakropa VIl mpu TpaHCIUTaHTAIMH
MEYCHN, OTMEYAJIOCh PE3KOe BO3pPACTaHHE MPOJYKIIUH
TPOMOMHA, YKOPOUYCHUE MPOTPOMOMHOBOIO M YaCTHY-
HOTO TPOMOOIUIACTHHOBOTO BPEMEHH, HO aKTUBHOCTH
¢bubpuHoIM3a HEe U3MeHsuIach [34].

Peneppysusn u nocmpenepdyzuonnuiii nepuoo

Penepdysust — Ki1r04eBO MOMEHT OIEpaluu, Be-
IYIUA K 3HAYUTEIBHBIM HApYIICHUSM CBEPTHIBAHUSI.
CrycTst MEHYTHI OCIIe perepdy3un MOXKET Pa3BUTHCS
HEKOHTposmpyeMoe auddy3Hoe KpOBOTEUEHHE.

luneppuOprHONM3 SBISIETCS CaMbIM BaXKHBIM M
3HAYUTENBHBIM (haKTOPOM, OOYCIIaBIUBAIOIIUM 00BEM
KPOBOIMOTEPH BO BPEMsI TPAHCIUIAHTAIINN. AKTUBHOCTb
¢GbubpuHoIM3a CHIXKaeTcs B TedeHue 60 MUHYT rocie
penepdy3ur, U OCTAeTCS MOBBIIMICHHOW MpPU TUIOXOH
(YHKIIUY TPaHCIUIAHTATA.

CekBecTpalusi TPOMOOIIMTOB B TPAHCIUIAHTATE TAK-
e CIIoCOOCTBYEeT KPOBOTOUMBOCTH. B skcriepuMenTax
MOKa3aHo, YTO Pa3HUIA MEXKY COAepKaHHeM TPOoMOo-
LIUTOB B apTEPUAIbHON U BEHO3HOU KPOBH HOBOM Ieye-
HU MOXeT gocturarh 55%. bonee Toro, B aTOM niepuose
YXYIIIaeTcs arperanus TpoMoonuTos [25]. CuMmIToMB!
JIBC-cunnpoma nocne penepdy3uu CBUICTEIbCTBYOT
0 IJIOXOM Ka4yeCTBE TPAHCIUIAHTUPOBAHHOTO OpraHa.

[ocie perrepdyzun B 25-95% ciryqaeB ormevaercs
BBIOPOC B KPOBOTOK Te€ITaprHa WITH TENapUHOIIOTOOHBIX
Bemects [35]. Beenenue nporamuna cyibdara (50 mr)
MO3BOJISICT HEHTPATU30BaTh TenapuH. B oxHOM U3 uc-
CJIC/IOBAHUIN HAaJIM4YHe TenapuHOMOAO00HBIX CyOCTaH-
U OBLIO TIOATBEPKICHO TpoMOo3IacTorpadueii ¢ uc-
noJjb30BaHueM (epMeHTa renapuHasbl |. [ToBbienue
MOTPEOHOCTH B TPAaHC(HY3HH IPUTPOIUTAPHON MACCHI
KOPPEJMpOBAJIo ¢ HaTMYueM remnapuHa B kposu. Ciie-
IIyeT OTMETUTH, YTO TeIMapuHONOA00HbIE YPPEKTH Ha
TpoMOO3IacTorpaMMe 0OHAPYKUBAKOTCS 10 pernepdy-
3MHU JaKe Y TAIlMeHTOB, HE MOJIyYaBIIUX TeIapHH.

AHTHOUOPHHOTUTHYCCKAS TEPATTHS UCTIONB3YETCS BO
BpeMsl TPAHCITAHTAIINH JJIsl COKPAIICHUS] KPOBOIIOTEPH
W BpeMeHHu orepaiun. K mpenaparam, moaaBisiomuM
(UOPUHONIN3 U HCIIOIB3YEMBIM BO BPEMsl TPaHCILIAH-
TaIMH, OTHOCSITCS APOTUHUH, UIICUIIOH aMHHOKAIPO-
HOBas KMCJIOTA U TPaHEKCaMOoBasi KUCIOTa. ATIPOTHHUH
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SIBJISIETCSI ”HTHOMTOPOM CEPUHOBBIX TIpoTeas. OH Tarke
o0nasaeT MPOTUBOBOCHIANUTEIBHBIM M aHTHOKCHIAH-
THBIM JeiicTBueM [41]. ATIPOTHHHH JOJKEH HCHOIb-
30BaThCsl TOJBKO IO CTPOTHM ITOKA3aHMSAM H3-3a PHC-
Ka pa3BUTHS aHA(WIAKTUYCCKHX PEAKIUU, MOYCUHOM
JUcyHKUME W HMHCYAbTa. MyJBTHLEHTPOBOE HCCie-
JIoOBaHWE, TpoBeneHHoe Ha 4357 manueHTax, MojJBep-
TaBIIMXCS KapIHOXUPYPTHYECKHM BMEIIATEIbCTBAM,
BBISIBUJIO 0OJiee BBICOKYIO YacTOTY Pa3BUTHSI MHCYJIBTA
1py NPUMEHEHUH allpOTHHUHA 10 CPaBHEHUIO C ApY-
UM aHTHGUOPUHONMUTHIECKAMH TIpenapatamu [32].
Nrncuiion aMUHOKaIIpOHOBasi KUCIOTa B3aMMOJICHCTRY-
eT C TUIa3MHUHOTEHOM, KOTOPBIH CBsi3aicsi ¢ (pHOpUHO-
T€HOM, TEM CaMbIM TPEIMSATCTBYS MPEBPAILCHUIO T1a3-
MHHOT€HA B IIa3MHUH. TOIBKO B OTHOM ITPOCTIEKTHBHOM
PaHIOMH3UPOBAHHOM HCCIICJOBAHUH IIOKAa3aHO, YTO
aMHHOKAIPOHOBAsI KHUCJIOTA TOJAABISIET (HOPUHOIN3,
CHIYKAeT MOTPEOHOCTH B TPaHC(Y3UHU SPUTPOLUTAPHOI
MAacchl U HE BBI3BIBAET TPOMOOTHYECKUX OCIIOKHEHUIH.
CTOUT OTMETHTH, UTO CHIYKEHHE TTOTPEOHOCTH B TPAHC-
(dy3uH TI0 CPaBHEHHUIO C KOHTPOJBHOW rpymnrol ObUIo
He3HaunTenbHbIM [28]. [TomoOHO aMHMHOKAaIpOHOBOWM
KUCJIOTE, TPaHEKCaMoBasi KUCJIOTa TaKKe IOJABISET
¢ubpunoNN3, HO oHa B 6-10 pa3 moriHee nepBoii. B no-
3e 2 Mr/kr/gac TpaHeKcaMoBasi KHCJIOTa YMEHbIIIACT aK-
THUBHOCTH (hUOpUHOIHM3a 1 KpoBonoTepro [13].

WHTpaonepainOHHBI MOHUTOPUHT KOAryJIsIHN BO
BpeMsI TPAHCIUIAHTAIMHU NIEYECHH SBISAETCS OOIIEeTIPUHS-
ToM mpakTuKoil. Mcnonp3oBanue Tpomboanacrorpaduun
MO3BOJISIET OBICTPO OLIGHUTH COCTOSTHHE KOAryJIsIUU B
nenom. Ha ocHOBaHMHM aHHBIX TpoMOodIacTorpaduu
BO3MO)KHA II€JICHANPABICHHAs! TEeparusi KOMIIOHEHTa-
MH KpOBU U (hapMakosorndeckumu cpeactsamu [39].
HenaBHo TpombosnacTtorpaguio cTand NPUMEHSTDH
JUISL TIOCTICOTIEPAIIMOHHOTO MOHHUTOPHHTA KOATYJISALINH
y JKUBBIX JOHOPOB IOCIIE PE3EKLNH YaCTH MEYSHHU JUIS
BBITIOJTHEHUSI POACTBEHHOHN TPaHCIUIAHTAIUH. Y ITHX
MAIMEHTOB BBIPAKEHHOCTh THUIEPKOATYJSIIUN KOppe-
JHUPYET C PUCKOM Pa3BUTHS TPOMOOTHUECKHX OCIIOXK-
HEHHI B IMOCIIEONepaiioHHoM miepuoze [11].

Ilocneonepayuonnulii nepuoo

K KkOHIy BTOPBIX-TPETBUX CYTOK TOCHE OIEepanuu
IpH aIeKBaTHOW (DYHKIMM TpaHCIUIAHTaTa MOKa3aTelH
reMOCTa3a HOPMAJIH3YyIOTCA. TpoMOOIMTONCHNS 4acTo
COXpaHsIETCsl B paHHEM TOCIICONEPAIMIOHHOM IIEPHOJIE,
B OCHOBHOM BCJICJCTBHE AKTHBALMHM M MOTPEOICHUS
TPOMOOLIMTOB TOCIIe penepdy3uu TpaHCIUIAHTATa, U 10
Mepe BOCCTAHOBICHUS (DYHKINH MEYEHH yMEHBIIAeT-
csi. [Ipu HOpMasbHOW CHHTETUYECKOH (DYHKIMH TICUeHH
YPOBEHb TPOMOOIIOATHHA B KPOBH 3HAYUTEIBHO MOBBI-
IIAETCS B TIEPBBIH IEHb, YTO BEIET K YBEIMUCHHUIO YHCIIA
TPOMOOIIMTOB € 5-X CyTOK. HopMamm3aIus KoJIndecTBa
TPOMOOIIMTOB OTMeuaeTcs mocie 14-x cytok. Habmrona-
eMasl y HeKOTOPBIX MallMeHTOB CTOMKasi TpOMOOLUTOIIE-
HHSI CBSI3aHA C COXPAHSIOIIECHCS CITICHOMET aTHeH.
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3AKAIOYEHUE

3a0oneBaHus MMEYEHN MPHUBOAAT K CIOKHBIM KOM-
IJICKCHBIM HAapyHICHUAM B CHCTEMEC IemMocTasa, Mpu
9TOM COXpaHsieTcsi 0ajaHc MEXIy CBEpThIBAIOIIEH M
MPOTUBOCBEPTHIBAIOLIEH CHUCTEMaMU CO CHH)KCHHBIM
pe3epBOM, B ATOT OaJIaHC JIETKO HApyIIaeTcs B Ty JINOO
JPYTYIO CTOPOHY, IIOOTOMY Y IAIMEHTOB C TSHKEIBIMU
MOPaKCHUSIMH TIEYEHU MOTYT Pa3BUTBHCSI HE TOJIBKO
KpPOBOTEUEHMS, HO U TpoMOo3bl. Tak, Bo Bpems ore-
pauuu y NmanueHTOB ¢ LMPPO30M 3a4acTylo HaOIrona-
€TCA NOBBIIICHHAasA KPOBOTOYMBOCTH, @ KPOBOTCUCHUC
W3 BAPUKO3HO PACIIMPEHHBIX BEH MUIICBOJA SIBIISCTCS
OCHOBHOM IpH4YrHON cMepTu. C Ipyroil CTOPOHEI, BCE
OoJibllle HAKAIUIMBAETCS JAHHBIX, YTO B OCHOBE IIPO-
rpeccupoBaHus 3a00JIeBaHUS JIEKUT TPOoMOO3 BOPOT-
HO¥t BeHsl [47]. TlpeaBapuTesbHbIC Pe3yNbTaThl HCCIIe-
JOBaHHUs MO HM3YYEHHUIO NporpeccupoBanus ¢udposa
1ocyie TPaHCIJIaHTAlMY TIe4eHH 110 oBoAy renartuta C
(WACT-F trial) mokasanu, uro Ha3zHaueHue Bapdapu-
Ha MO3BOJISIET 3HAYUTEIILHO 3aMEUIUTh 3TOT MPOLIECC B
tpaHciutantare [8]. B mocnennee Bpems HabmrogaeTcs
TOBBIIIEHHBI UHTEPEC CO CTOPOHBI UCCIIEIOBATENEH K
SHJIOTENINIO ¥ U3YUYCHHUIO €r0 POJIM B JIOKAILHON pery-
JSIIMW TeMOCTa3a.

Takum 00pa3oM, B HACTOSIIMH MOMEHT OCTAaeTCs
MHOT'O BOIIPOCOB 0€3 OTBETa, U €Il PaHO TOBOPUTH O
TOM, YTO MBI IMEEM TIOJIHOE TIPEJICTABIICHUE O HAapyIIe-
HUSIX TEMOCTAa3a MpH 3a00JICBaHUSAX MICUCHH.
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