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HNuru6mropnas koarynonatus (MK) — 1ocTatouHo pefkur
BAPHUAHT IPUOOPETEHHOI'O IFEMOPPATMIECKOTO CUHIPOMA, O0YC-
JIOBJIEHHBIN OOPA30BAHUEM AHTHUTEII K OJHOMY HMJIM HECKOJIb-
KHM (PaKTOpaM CBEPThIBAHUA KPOBH. MK € yrHETEHHEM (DAKTO-
pa VIII (FVIIL), niyu npruo6peTeHHyI0 FeMO(PUINIO A, IMATHOC-
TUPYIOT HAUOOJIEE YACTO, XOTS B INTEPATYPE ONMUCAHBI HAO/IIO-
JIEHHA OAHOBPEMEHHOI'O OOPA30BAHMS AHTUTEN KO BCEM (PaK-
TOPAaM CBEPTBIBAHUA KPOBH [1]. CHIKEHHE KOHLIEHT DAL
FVIII n1puBOAMT K HAPYIIEHHIO AKTHBALIAM KJIIOYEBOI'O (DAK-
TOPA CBEPTHIBAHUA KPOBU — (pakTopa X (FX) — ¢ JambHEUITIM
PacCTPOMCTBOM CUCTEMBI KOAI'Y/IAIIMH, BOSHUKHOBEHHUEM KPO-
BOTEUYEHHN PA3TIMYHON CTENEHU TSKECTU U OOPA30BAHUEM I'e-
MaTOM. BOZBHUKHOBEHUIO KPOBOTEYEHUI U OOPA30BAHUIO I'e-
MATOM Y TAKUX ITAIIMEHTOB MOI'YT CLIOCOOCTBOBATH U30BITOY-
HasA (PU3NYIECKAA AKTUBHOCTD, IPUBOAAILAA K PA3PBIBY MBIIIILI,
HE3HAYMTE/IbHBIE TPABMBI, PA3PbIB JOMUHAHTHOI'O (DOJIIUKY-
JIa WJIM KACTBI JKEITOI'O TeJId NP HOPMAJILHO IIPOTEKAIOMIEM
OBYJIITOPHOM LIUKJIE.

Jleyenue narueHTOB C FEMOPPArMYECKUM CUHPOMOM B XU-
PYPIUYECKOM KJIMHUKE CONPAKEHO C JOCTATOYHO OOJIbIINMH
CIIOKHOCTAMM U3—34 HEOOXOJMMOCTH 3aBEAOMOI'O HAPYIIEHUA
IIEJIOCTHOCTH KOKH, COCY/IOB M TKAHEN BHYTPEHHUX OPI'dHOB, HA
KOTOPBIX BBIIIOJIHAIOT BMEIIATENBCTBO. TO €CTh caM (pakT one-
PaTUBHOTI'O BMEIIATENILCTBA IIPEJICTABIAET COOON 3HAUNTEIb-
HYIO YI'PO3Y U1 )KM3HHU MALIMEHTA B CBA3U C BO3MOKHOCTBIO
HEKOHTPOJUPYEMOI'O UHTPA— U HOCIEONEPALTUOHHOI'O KPO-
BOTedeHUA. OCTAHOBKA KDOBOTEYEHHA BO BPEMS U ITOCJIE OIIE-
payn 3aBUCHT OT CBOEBPEMEHHOM NPABUWILHON AUATHOCTUKHA
€0 IPUYMUHBI, IIPABUILHO BHIOPAHHOM TAKTUKUA M BO3MOKHO-
CTHU KOPPEKLIMH UMEIONUXCA HAPYLIIEHUH. BmecTe ¢ TeM ycra-
HOBHTD IPUYHHY KOAT'YJIOIATHH JJO ONIEPAINU B YCIIOBUAX OKA-
3aHMA HEOTIOKHOM XUPYPIUYECKOH IOMOIIH Yy OOJIBIIMHCTBA
MAIIMEHTOB HEBO3MOJKHO, UTO €III€ OOJBIIIE 3ATPYIHACT BEIOOD
JIe4eOHON TAKTHKH.

IIpy HAIMYUKY Y TAIMEHTA KIMHUYECCKUX IIPOABICHNUN I'e-
MOPPAru4eCKOro CHH/IPOMA Yalll€ BCETO BBIAB/IAIOT TPOMOO-
LIUTOINEHMIO, JUATHO3 KOTOPOM, KAK IPABUJIO, HE IPE/ICTAB/IAET
3HAYUTENIBHBIX TPYAHOCTEM, XOTA €€ IPUYUHA HE BCETTIA U3BE-
CTHA. 3HAYUTEIBHO 60JIEE CIIOKHO JUATHOCTUPOBATH ITATOJIO-
I'MIO KOATI'yJIAIMOHHOI'O 3B€HA I'€MOCTA34d y MAITMEHTOB, paHee HE
MMEBIIMNX HAPYIICHUI B CUCTEME CBEPTHIBAHMA KPOBU. OJHOI

U3 TAKUX IIATOJIOT U ABJIAETCA IPUOOPETEHHASA TEMOMDUINA A,
KOTOPAsI B CBOIO OYEPEAD MOXKET OBITh PEZYIBIATOM OOPA30Ba-
HuA antuTen K FVIIy nanneHToB ¢ BpOXAEHHOM (DOPMOM re-
MOMDUWINH A TIPU NIPOBEACHNUH 3AMECTUTEIBHBIX TPAHC(Y3UIT
CBEXKE3AMOPOKEHHOM 1U1a3MbI (C3IT). MOXET pa3zBUBATBCA U
WIMONATHUYECKAsA IPUOOPETEHHAA reMODWINA A C 0Opa30Ba-
HueM ayroantures K FVIIL CornmacHo turepaTypHbIM JJAHHBIM
[2, 3] wacToTa Pa3BUTHA TAKOU (POPMBI IPHOOPETEHHOM I'€MO-
dummn A cocrasnaer B cpeaneM 1,38 — 1,48 nadbmoaennus Ha 1
MJTH. HACEJICHUS B TOJ, Y ieTett 10 16 et — 0,045 HabmoneHust
Ha 1 MJIH. B IojI, Y B3pOC/bIX cTapiie 70 et — 14,7 nabione-
HUS HA 1 MJTH. HACEJIEHUS B I'O/1. ACCOITUMPOBAHHAS C 6EpEMEH-
HOCTBIO TeMO(UINS A BOZHHUKAET Y 2 — 15% MaIMEeHTOB C JaH-
HOM natonoruei. CpoKu pa3BUTHA FeMO(PUINNA COCTABIAIOT OT
3 10 150 gHen nocne pojoB, THOIA OHA MOKET MPOABUTHCA BO
BPEMsI POJIOB TSDKEJIBIM YTPOKAIOIUM JKU3HU KDOBOTEYECHHUEM
[4, 5]. TIpUBOAUM KIMHUYECKOE HAOIIIO/ICHHUE.

ITanmenTka B., 33 Jsier, nocTynuiia B KIIMHUKY MHCTUTYTA
05.11.2017 ©. 1EpEBOAOM M3 MHOTONPO(MHUIBLHOIO CTAIIMOHA-
pa B TSKEJIOM COCTOSTHUH C IPEABAPUTENBHBIM JUATHO30M: MH-
(pUIBTPAT GPIOITHON MOJOCTH (TEMONIEPUTOHEYMY?).

V3 aHaMHEe3a U3BECTHO, YTO y MAIfUeHTKH B 2016 I HOpMaTh-
Has IepBast 6EPEMEHHOCTb 3aKOHYIIIACH (PU3UOIOTUYCCKUMU
PO/laMU B CPOK JKUBOTO JIOHOIIEHHOTO peOeHKa. [Tociepo/joBbIi
nepuoy; nporekan 6e3 ocobennocreit. C Hosiopst 2016 1. nost-
BWIMCD IIETEXUAIbHBIE BBICBIITAHUA HA KOXKE BEDXHHUX U HIDK-
HHUX KOHEYHOCTEH, 4 TAKKE BOZHUKAJIM I'€MATOMBI O€3 BUJIU-
MO¥T Ipu9uHbL B HOs16pe 2016 1. 601pHASI HAXO/IUIACH HA JIe-
YEHHU B OJJHOM M3 POAMIBHBIX JIOMOB I. XapbKOB4 I10 IIOBOJY
2HOMAJIBHOI'O MaTOYHOI'O KDOBOTEUEHUS, IOCTTEMOPpArude-
CKOI aHEMUU TSKEIOM CTENEHU (YPOBEHD I'EMOIVIOOUHA CHU-
JKQJICS 1O 55 I'/JT), B CBSI3U C YEM BBIITOJTHWIN BBICKAOINBAHUE
MAaTKH, OCYIIECTBIIIN reMoTpancdysnuu. B anipesne 2017 1. BO3-
HUK TPOMOO03 I'TyOOKHX BEH MTPABOU I'OJIEHU, TTOJTBEPKICH-
HBIN YJIBTPA3BYKOBBIM UCcefoBaHuEM (Y3H), B CBA3U C UEM
COCYIMCTBIA XUPYPI' HA3HAYWII HENIPAMBIC AaHTUKOATYJIAHTDI
(xcapenro 30 Mmr B Teuenue 21 qud, 3areM — 20 MI' B TE4EeHUE
10 gHEN), BEHOTOHUKU (AETPATIEKC B TeueHUue 14 nuen). B mae
2017 r. BO3HMK OCTPBIA TPOMOO3 BEH NPABOI'O NIPEATUIEYbs. Ha
(poHE MpHUeMa HENIPSAMBIX AHTUKOATY/ITHTOB Y 60JIbBHOI BHOBb
MOABWINCH KDOBOUBIMAHMA B MATKHE TKAHU. B nione 2017 1.
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10 JaHHBIM Y3 BBIABIEHA MEKMBIIIEYHAA I'€MATOMA IIPABON
TOJIEHU OOJIBIINX PAa3MEPOB. BOIbHAA KOHCYJIBTHPOBAHA PEB-
MAaTOJIOTOM, UMMYHOJIOT'OM, T€MAaTOJIOTOM. [IpHYMHA KOAryJso-
[ATUM HE YCTAHOBJICHA.

15.09.2017 1. 60/1pHAs TOCIUTATIN3UPOBAHA B OJIUH U3 PO-
JIWIBHBIX JJOMOB I XapbKOBA C IMArHO30M: aIIOIIJIEKCUS JIEBOTO
SIMYHHUKA, TEMOIIEPUTOHEYM. B CBA3M C TEMOPPArnIE€CKUM II0-
koM III creneny, CUHIPOMOM JIMCCEMUHUPOBAHHOI'O BHYTPH-
COCYJMICTOI'O CBEPTBIBAHMA KpOBHU (IBC—crHapom) Ha (POHE KO-
aryJ0IaTHH HEACHOI'O I'€HE3d B HEOTIIOKHOM MOPSIAKE BBIIOJ-
HMJIN JIATIAPOCKOIIHIO, KOATYJIALIMIO JIEBOT'O AMYHUKA, CAHALIAIO
U IPEHUPOBAHKE OPIOIIHON MTOI0CTH. C LIEIbIO TEMOCTA3a, KOP-
PEKLINU OObEMA ITUPKY/IHPYIOIIEH KPOBU M AHEMHH B ITOCJIEO-
MEPALMOHHOM MEPUO/E OOIBHOM NTEPENUTO 1532 MJ1 3pUTpO-
1uToB 1 2650 mut C3T1. Taxske BBECHO 75 MJI KDHOIIPEIUITHTA-
Ta, 2 T remakcama u 200 000 E[l kouTpuseHa. B cBa3u ¢ coxpa-
HAIONUMHCS AABJIEHUAMU Koarynonatuu seesieHo 1500 ME oxk-
TaIuieKkca. B redeHue CieyIomux CyTrok 60JIbHOL BBEICHO 686
M1 puTpounToB, 1110 mn C3I, 500 ME OKTaruiekca, 3 r reMak-
cama, 400 000 EJl KOHTPHUBEHA, TOCJIE YETO OTMETHIHN 3PPY3UIO
CBEIKEH KPOBU 110 JipeHakam 710 1500 Mt 16.09.2017 BBIIOTHU-
JIA PENAIaPOCKOIMIO, PEBU3HIO OPI'dHOB OPIOIIHOM IOJIOCTH.
VICTOYHMKA KDOBOTEUEHMA HE BbIABICHO. C LIE/IbIO KOPPEKIUU
KOAry/siliuyu 60JIbHOU BBEJIN 4 MI' HOBOCEBEHA.

17.09.2017 1. cocrosinre 60JbHON YXYAIINUIOCh. BHOBD ITOsI-
BWIMCD IIPU3HAKU BHYTPUOPIOIIHOI'O KPOBOTEYEHHS, A TAKKE
JUHAMUYECKOM KUIIEYHOM HEIIPOXOAUMOCTH, B CBA3U C YEM
BBIITOJIHWJIN JIAIIAPOTOMHMIO, DPEBU3HIO OPTAHOB MAJIOIO T34
1 OPIOIIHOM IOJIOCTU, TPAHCHA3AIBHYIO UHTYOAITUIO TOHKOMN
KUIIKH, CAHAIIUIO U PEAPEHUPOBAHUE OPIOITHON ITOJIOCTHU.
M cTOYHMKA KPOBOTEYEHUA HE BBIABIEHO. B ITOcieonepauon-
HOM NIIEPUOJE OCYIIECTBIIUIN TPAHCPY3UU 3pUTPOLIUTOB, C3I1,
4 TAKKE BBOAWIM I'€MOCTATUKH: HOBOCEBEH, OKTAIIIEKC, TEMAK-
caM. BosbHas1 KOHCYJIBTUPOBAHA FEHETUKOM, I'€MATOJIOIOM (C
BBITTOJIHEHUEM CTEPHAIBHON ITyHKITUH). [TprynHa Koarymnorna-
TUH HE YCTaHOB/IEHA. Ha (poHE leuenns B COCTOSHNUN 6OJIBHOM
OTMEYEHA MOJIOKUTENIbHAA JUHAMMKA. [ITMarHOCTUPOBAHA O0-
IHMPHASA FEMATOMA IIPABOTrO 6e/Ipa, HE NOTPEOOBABIIAS XUPYP-
TMYECKOTO JIEY€HUA. BOIbHAA BBITUCAHA B YIOBJIETBOPUTEND-
HOM COCTOSAHUH. B panpHenmem ob6cne1osana B MHCTUTYTE
TreMaTOJIOrUM U Tpancdysnonoruu HAMH Vkpannesr (1. Kues).
VeraHoBIIeH inardo3: UK ¢ akTMBHOCTBIO MHIUOUTOPA 6 e/iv-
nun beresna (BE).

Vxypmenue coctossnud 05.11.2017 1. 601bHAA CBA3BIBAET C
CEPEIMHON MECHCTPYAJILHOIO IIMKIIA. B CBA3M C TSKECTHIO CO-
CTOSIHHS, OOYCJIIOBJIEHHOI'O KIMHUYECKUMU IPOSBICHUAMU
BHYTPHOPIOIIHOI'O KPOBOTEUEHMS, TOCIIUTAIN3UPOBAHA B OT-
JIeJIEHNE UHTEHCUBHOU Tepanuu. Y31 OpraHoOB OPIONIHOM I10-
JIOCTH: IMaTHOCTUPOBAHO HATTMYME KUJIKOCTHOTO OOPA30OBAHUA
(remaroma?) B o6beMe 210 1,3 1. ITpu NOCTYIUIEHUH B KIIMHUKY
YPOBEHb I'eMOITIOOMHA COCTABIISUI 67 T'/J1, BDEMST CBEPTHIBAHIIS
KpOBU — 21 MUH, TPOTPOMOUH 74%, pubprHOTeEH 3,8 T/11. OC-
TATBHBIEC OMOXUMHUYECKHE TTOKA3ATEIH ObIIN B IIPE/IEIaX HOP-
MBI AKTUBUPOBAaHHOE YaCTUYHOE TPOMOOIUIACTHHOBOE BPEMS
(AYTB) e uccnenosany. Tpom6ouuTel 320 x10° B 1 1. BosbHAsA B
HEOTJIOKHOM ITOPAJKE ONIEPUPOBAHA: TAIIAPOTOMUSA, AJHEKCIK-
TOMMA CIIPABA. BBINOIHEHBI CAHALMA U IPEHUPOBAHUE OPIOIII-
HOM nosiocTH 110 IleTpoBy. MHTpaonepanoHHas peBU3HA: B
OPIOIIHOI NTOJIOCTH /10 1,5 JT KPOBHU CO CI'yCTKaMH (Y/JAJIEHDL),
MPaBbId AMYHUK (DPArMEHTUPOBAH BCIEACTBUE €ETO PA3PbIBA,
OOWUJILHO IPOIUATAH KPOBbIO. [TOCIIE Q/IHEKCIKTOMUH BO3HHK/IA
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He3HA4YUTeNbHAA JU(PPy3HAST KPOBOTOUUBOCTD TKAHEH B 00-
JIACTH YAAJIEHHBIX IPUJIATKOB, B CBA3HM C YEM HA 3Ty 30HY ObIa
BBIITOJIHEHA ATIIMKALMA TEMOCTATHIECKON I'yOKH, JOCTUTHYT
CTOUKHMU XUPYPIrUYECKUN remocTas. C KOHIIA 1—-X rocneorne-
PALMOHHBIX CYTOK OTMeYeHa 3(Pdy3Hus KPOBHU MO JPEHAKAM U3
OPIOIIHOM MOJIOCTH, OOJIBIIIE CJIeBa. KIIMHUYECKH JUAarHOCTH-
POBAHO KOAr'yJIONATHYECKOE KPOBOTEYEHHE. YPOBEHD I'€MOIJIO-
OMHA CHU3WICA JJO 53 /1. OCYHIECTBIIAIN IEPENTUBAHUE KPOBH,
C3I1, KpHOIPEUITUTATA, TPOMOOKOHIICHTPATA B CBA3H C IIOJI-
HOM norepert TpoMbo1nToB (CHIKeHue 1o 120 x 1098 1 11) B pe-
3yJIBraTe IPOOJLKAIOMIETOCS KDOBOTEUEHHMS. 3AMECTUTE/IbHAS
Tepanus Obl1a MaIo3(PMEKTUBHON, TIO3TOMY BBE/IH 12 /103 KOH-
LIEHTPATa AKTUBUPOBAHHOI'O IPOTPOMOUHOBOI'O KOMIUIEKCA
4esioBeKa (OKTAIUIEKC). JJOCTUTHYT I'eMOCTA3, OAHAKO I10 JaH-
HBIM Y3 BBIABIEHDI IPU3HAKN OPTaHU3ALIUH [E€MOIIEPHUTOHE-
yMa ¥ (POPMHPOBAHUA MHOKECTBEHHBIX OPI'AHU3YIOIHUXCS I'e-
MAaTOM B OPIOIIHON NTONOCTU. TIPOBOAMIIN KOMILIEKCHOE JIede-
HHE, KOTOPOE B TOM YHCJIE BKIIOYAIO HH(PY3MOHHO—IETOKCU-
KaIlMOHHYIO, IPOTUBOBOCIAJIUTENIBHYIO, AHTUOAKTEPHUATIbHYIO
Tepanuio. OCYIECTB/IUIN (PPAKIIMOHHBIE CAHAIIMH OPIOITHON
IIOJIOCTH PACTBOPAMH AaHTUCENITHKOB.

Ha pone s1euenus cocTostHue 60IbHOI OCTABAIOCH CTAOMIIb-
HBIM, OJJHAKO € 30.11.2017 1. HaYaIM HAPACTATb IIPU3HAKU SH/IO-
I'€HHOI MHTOKCUKAIUU. HeCMOTPs HAa ITPOBOIUMYIO aHTUOAK-
TEPUAIBHYIO TEPANHNIO (MEPOHEM, TUT'ALIWII), COCTOAHUE OOJIb-
HOI IPOAOJDKAIO YXYJIIAThCA: (PEOPUIbHAA TEMIIEPATYPHI TE-
JIa C 03HO6aMH, pBOTA. I10 TaHHBIM 1a60PATOPHBIX UCCIEA0BA-
HMI KOHCTATUPOBAJIA HAPACTAHUE JIEUKOLIMTO32 C YCUIEHUEM
HEUTPODUABHOIO CIBUTA. B CBSA3M C MPpU3HAKAMH UHPUITUPO-
BaHMsA ['€MATOM OPIOITHOM I10JIOCTH, YTPO30U A6CIIEANPOBAHUA
006.12.2017 1. BBIIIOJTHEHBI PEJIATTAPOTOMUST, CAHAITUS U JIDCHU-
POBaHKE GPIOMIHOM NMONIOCTH. MTHTPAONIEPALIMOHHO B OPIONTHOM
IIOJIOCTH BBIABIEHBI MHOKECTBEHHBIE OCYMKOBAHHBIE CKOILIE-
HUS «CTAPOM» KPOBH C HEIIPUATHBIM 3aI1aXOM, PACIIOJIOKEH-
HbIE IPEUMYIIECTBEHHO B/I0JIb [IPABOH GOKOBOM CTEHKU OPIOII-
HOM IIOJIOCTU U MEXKY NETIIAMU KUIIEYHUKA. YIJIEHO 10 1,5 11
CTYCTKOB U «CTAPO¥» KPOBU. I1eT/IM TOHKOM KHUIIKU IS IIPO-
(PWIAKTUKU CIIAEYHOTO IIPOoIecca 0O0padboTaHb! JedpeHcaneM. B
CBA3M C TEM, YTO NETIN TOHKOM KAIIKHA HE ObUIN PACIIMPEHDI,
C LIE/IbIO YMEHBIIECHUS TPABMATHU3ALUH TKAHEH OT €€ UHTYOa-
LMK OTKA3AIMCh. IIpHM 3BaKyalluK reMaTOMBbl U3 OOIACTH IIpa-
BOT'O NOJINA(PPArMAIBHOI'O IIPOCTPAHCTBA ObLIIA TPABMHUPO-
BaHa KaIlCyJa IEYEHU, BOZHUKIIO AKTUBHOE KDOBOTEYEHUE U3
APEHXHUMBI, OCTAHOBUTb KOTOPOE HE Y1aBAJIOCh. Beinmonnena
TAMITOHA/1d OOIACTH PA3PbIBA IIEYEHH OJHHUM MAPJIEBBIM TAM-
TIOHOM, JIOCTUTHYT CTOUKHI reMOCTa3. Pana ymmnra Ha [IBX—
NPOKJIAJKAX YepPe3 BCe CI0U. TeueHne nocaeoneparioHHOIO
[IEPUO/IA KPAHHE TSKEIOE, BOCHOBHOM OOYCIOBIEHHOE COXPa-
HAIOIUMCA KOAr'yJIOIaTUYECKUM KPOBOTEYEHHEM, KOTOPOE BO3-
HHKJIO CIIyCTA 4 4 11ocie oneparui. COCTOSSHUE CTAOUIU3UPO-
BAJIOCH ITOCJIE TIOBTOPHOTI'O BBEAEHHA 4 03 OKTAIUIEKCA, 3 103
PEKOMOMHAHTHOI'O AKTUBUPOBAHHOTO (pakTopa VII (Koarwm).
TaMIIOH U3 GPIOIIHOM MTOJIOCTH ObLT V/IalIeH Ha 6—€ CYTKH I10-
CJI€ OIIEPAITHU, ITOCJIE YETO BHOBb BO3ZHUKJIU IIPHU3HAKN KOAT'y-
JIOIATUYECKOT'O KPOBOTEUEHHUS. BBIIOIIHEHA PBIXJIasd TAMIIOHA-
J1a paHbl C BBEIEHUEM 2 103 KOArWwiIa U 4 103 KPUOIIPELIUITATA-
T4, JOCTUTHYT reMocTa3. Ha 14—e CyTKu yaaaeHsl IPCHAKY U3
OPIOIIHOM MTOJIOCTU U IIOBTOPHO YCTAHOBJIEHHBIC TAMITOHBL
ITpH3HAKOB KDOBOTEUEHUA HE OBIIIO, OJHAKO OTMEUYEHO IOCTY-
IJIEHUE COJIEPKHUMOT'O TOJICTOM KUIIKU B HEOOJIBIIIOM KOJINYE-
crBe (1o 20 MII/CYT) Yepes3 BEPXHIOIO TPETh CPEAUHHOIM JIAIaAPO-
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TOMHOW PAHBI, 4 TAKKE HATHOCHUE €€ HIDKHEN TpeTu. [Ipu 1u-
HaMHU4eCKOM Y3U BHOBb OTMEUEHO (POPMHUPOBAHUE TEMATOM
B OPIOIIHOM ITOJIOCTH, IPEUMYIIECTBEHHO BJOJIb OOEUX €€ 60-
KOBBIX CTEHOK. OCYIIECTBIIIIN (PPAKITMOHHYIO CAHAITNIO OPIOI-
HOM IIOJIOCTH PACTBOPAMM AaHTUCEIITUKOB. B CBA3U C AABICHUS-
MM PELUIMBHOT'O IBYCTOPOHHETO I'M/IPOTOPAKCA BBITIOIHAIN
IIOBTOPHBIE TUIEBPAIbHbIE MyHKIIUK. OO O6bEM TPAHCPY-
3um C3IT cocrasmn 4100 M1, spuTpoIUTOB 8431 MII, KpHOTIPE-
LIMITATATA 33 O3BI, TPOMOOIUTOB (KOHLEHTPAT) — 8 103. AYTB,
koTopoe onpeaensanu 21.01.2018 r, paBHANIOCH 84,5 ¢ 1 COXpa-
HAJIOCh HA 3TOM YPOBHE B TEYEHHE BCETO MOCJICOINEPATTMOHHO-
'O IEPUO/IA IPH HOPMAJIBHBIX OCTAJIBbHBIX ITOKA3ATEIIAX KOAT'y-
siorpaMmbl. K KOHITy Ipe6bIBAHNUA OOIBHOU B CTAIIMOHAPE MU-
HuUMIbHOE 3HaYeHue AITB — 61,5 ¢. C 1e/bio MPeayIpekic-
HMS HIOBTOPHOT'O PA3PbIBA KUCT AMYHUKA OOJIBbHOM MHIYLIUPO-
BaH4 UCKYCCTBEHHAA MeHoNay3a (audepenun 3,75 mr 1 pas B
Mec). Ha pone o6111ero # MECTHOTO JIEYEHHS B COCTOSTHUH OOTh-
HOU OTMEYEHA ITOJIOKUTENbHAA JuHaMUKa. [Ipy Y3U npusna-
KOB JKW/IKOCTHBIX CKOIIJIEHUH B OPIONTHOM IOJOCTU HE BbIAB-
JIEHO, THIPOTOPAKCA HE ObUIO, PaHa 32’KWJId BTOPUYHBIM Ha-
TAKEHHUEM, TOJICTOKMIIEYHBII CBUI 3AKPBIICS CAMOCTOATEIIb-
HO. BOJIbHAA BBIITHMCAHA B YIOBJICTBOPUTEIBHOM COCTOSHUHN
06.02.2018 1. ¢ fuarao3om: Bropuytas MK (aKTUBHOCTD MHTH-
6uTopa 6 BE); arorieKcust mpaBoro ssm4HUKA; TEMOIIEPUTOHE-
YM; HOCTTEMOPPArHYECKasd AaHEMUA TAKEJIOU CTENEHH; HH(U-
LIMPOBAHHBIE OPIAHM3YIOIHUECA TEMATOMBI OPIOITHOI TOJIOCTH;
JBYCTOPOHHUI PELIUANBHBIN THAPOTOPAKC; CUHAPOM dHIOTCH-
HOW MHTOKCHUKAIIWH; HETIOTHBIA HEC(POPMUPOBAHHBIN HAPYXK-
HO—BHYTPEHHUN TOJICTOKUIIEYHBII CBUIIL; HATHOCHUE TTOCTIE-
OIIEPALIMOHHOM PAHBL

B nanpaerinmeM 601bpHAs KOHCYJIBTUPOBAHA I'€MATOJIO-
rom Pecrry6/iMKaHCKOTO HAyYHO—IPAKTUYECKOI'O LIEHTPA Pa-
JIMALIMOHHONM MEIUIIMHBI U 9KOJIOTUH YEJIOBEKA PecryOnku
Benapyce, yCTAaHOBJICH JUATHO3: KOATYIOIATHS C HUIMYHUEM UM-
MyHHOTO nHru6mropa K FVIII, npuo6perennas (yposens FVIIT
— 53%, aKTUBHOCTb UHTUOUTOPA K FVIII — 0,56 BE).

OOGcykaeHue

AyTOAHTUTEIA, BIMSIONINE HA AKTUBHOCTD WU KIUPEHC (PaK-
TOPOB CBEPTBIBAHNA KPOBU (IIPUOOPETEHHDBIE HHTUOHUTOPDI),
HaubOoJIEE YACTO PA3BUBAIOTCS Y GOIBHBIX CO 3/I0KAYE€CTBEHHBDI-
MU WINA 4yTOUMMYHHBIMU 32060JIEBAHUAMMU. B tuTeparype onu-
CaHBI CJIyYad BbIABJICHHS UHTHOUTOPOB PA3IMYHBIX (PAKTOPOB
cBepThIBaHUs KpoBU: FI (pubpunorena), FII, FV, FVII, FIX| FX|
FXI, FXII u FXIIL, on1HaKO Hanb01ee 4aCTO BbIABIAIOT UHIUOH-
Topel FVIII u pakropa pon Buwiebpanaa, npuBoAAINe K pa3-
BUTHIO IPUOOPETEHHON IreMOPWINH A 1 IPHOOPETECHHOMY
cunzipomy poH BrueGpan/ia Kak y IETe, TaK U Y B3POCIIBIX [6].

TemaTonoru onpeiensioT GUMO/IAIbHBIN UK PA3BUTHUS
npuoo6peTeHHoNn remopuinm A: y )xeHmuH 20 — 30 j1eT Kax
OCJIOKHEHHE OEPEMEHHOCTH U Y IIOKIIBIX MYXKUHUH 1 XKCHIITUH
B BO3pacre 60 — 67 ner. B nesiom 50% Beex HAGTIOCHHE TPH-
6peTeHHON reMO(PHUIINU A ACCOLTUUPYIOTCS C IIEPHU— WUJIH TTO-
CIIEPOIOBBIM IEPHUOJOM, OCTANbHBIE 50% — NIHOIATUYECKUE.
ITocnepoioBas reMoMUIHsg OOBIYHO UMEET XOPOIIUHA IPO-
THO3, Yy 97% NalMEeHTOB HACTYNACT IIOJIHOE BBI3JJOPOBICHHUE.
B TO )X€ BpeMs oC/IeonePaMOHHOE KPOBOTEYEHUE HA (PO-
HE NPHUOOPETEHHOMN reMO(UINH A ABIAECTCA IPUIHUHON CMEP-
TH 22% GOJbHBIX [7].

TTaTorenes pa3BUTHI UHTUOUTOPHON IPUOOPETEHHOMH T'e-
MO(UINN A COCTOUT B TOBPEXKAECHUN HOPMAJIbHOT'O HMMYH-

HOT'O OTBETA. B 4aCTHOCTH, KOMILIEKC B3AUMOJECUCTBUIM MEXK-
Jly Pa3IMYHBIMU MOJKIACCAMH KIETOK, IPHUHAIEKAMMUX K T—
xennepam—1 (Th,), KOTOpbIE CTUMYIUPYIOT O6pa30oBaHKC B—
KJIETKAMU aHTUTEN K1acca IgG1, 1 KIETOK, IPUHAIEKAINX K
T—xemmepam—2 (Th,), KOTOpbIE CTUMYIHPYIOT O6PA30BAHUE
B—xnerkamu anturen knacca IgG4, mpuBOAUT K NPOAYKIIAHN
anTu—FVIII anturen Kpome TOro, CymecTByeT TeCHAs Koppe-
JIALUA MEKY TUTPOM MHTUOMTOPA U ypOBHEM Th,—KOHTpOIM-
pyembix IgG4 [2—-4, 8]. UMMYHOITIOOYJIMHBI K1acca G, KOTOPbIE
CBA3BIBAIOTCS C ONPEIC/IEHHBIMU 061ACTAMU Ha MOJsieKysie FVIIT
(rmaBHBIM 06pa3oM IoMeHbI A2, A3 u C2), HOTHOCTHIO WIN YaC-
TUYHO OJIOKUPYIOT €€ KOAT'yJIIHTHBIE CBOMCTBA, B/IUSASA HA B3AU-
mogerctaue FVIII ¢ FIXa, pochommnuaamu 1 hpakropom poH
Brinebpan/ia, 9TO B KOHEUHOM CUETE IPUBOJUT K 6510Kaze FX
1 HAPYIIEHUIO IPEBPAIIEHNUA IPOTPOMOUHA B TDOMOHH.

KinnHu4Yeckue nposiBICHUS TPUOOPETEHHON IreMODWINHT
A, KaK IDAaBUJIO, BHE3AIIHBI M UMEIOT BHJ IETEXUAJIbHBIX KPO-
BOUIIMAHUH HA KOKE, OOIMIMPHBIX FTEMATOM MATKHX TKAHEH, pe-
JKE — FEMOPPArHYECKOI'O MHCY/IBI'A, TEMONEPUKAP/IA, TEMOIIE-
PHUTOHEYMA, FTEMOTOPAKCA, TEMATYPUH, KETYJOUYHO—KHUIIEYHO-
I'O WJIA aHOMAJIBHOI'O MAaTOYHOI'O KPOBOTEeUYEeHMA. Hammaue re-
MapPTPO30B XAPAKTEPHO I BPOXKIAEHHON reMopumni. Kpome
TOT'O, BO3HUKAIOT JIJIUTEIbHbIE K HEKOHTPOJIHMPYEMBIE IIPOBO-
LIIPOBAHHBIE KDOBOTEUEHH (HA (POHE ONEPATUBHOI'O BME-
LIATEIBCTBA JINOO TPABMBI), COIIPOBOMKAAIONUECSH YBEIUYIE-
nuem AYTB [7, 9].

BrigenaroT 4 rpynnbl NPpUYHUH PA3BUTUA HAPYIICHUH
CBEPTBIBAEMOCTH KPOBU Y MALIMEHTOB: TPOMOOLIUTOIICHMUS,
BPOJK/ICHHBIH AE(UIIUT (DAKTOPOB CBEPTHIBAHUS KPOBH; ITATOIIO-
r'ust 06pa30BaHMS BUTAMUH K—3aBHCHUMBIX (DAKTOPOB CBEPTHIBA-
HHA KPOBU; OOPA30BAHUE AHTUTEN K (PAKTOPAM CBEPTHIBAHUA
KPOBU. Y B3POCJIOTO IMMALIUEHTA C BPOXKIEHHDIM Je(PHUIIATOM (PaK-
TOPOB CBEPTBIBAHMA KPOBH, TOCITUTAIU3UPOBAHHOIO B CTALIUO-
Hap, KaK IIPABUJIO, HAJIMYUE U XaPaKTeP AedUIIITA YKE yCTa-
HOBJIEHBI paHee. TPOMOOITUTONIEHUIO IMATHOCTUPYIOT ITPU IIEP-
BOM K€ KIIMHUYECKOM HUCCIJIE/JOBAHUN KPOBH. [lepuiiut o6pazo-
BAHUS BUTAMUH K—3aBUCUMBIX (DAKTOPOB OOYCIIOBIEH Y 60JIb-
IIMHCTBA OOJIbHBIX TATOJIOTUEN NIEYEHN Y IPUEMOM HETIPAMBIX
AHTHUKOAT'YJITHTOB, YTO YCTAHOBUTD HECJIOKHO, KAK M HATTMYINE
BBIPAKEHHOI ITATOJIOIUU eYeHU. JIabopaTOPHO O JieprIin-
T€ 0O6PA30BAHMS BUTAMHH K—3aBUCHUMBIX (DAKTOPOB CBH/IC-
TEJIBCTBYET IIPEXK/IE BCETO CHUKEHUE YPOBHS IPOTPOMOMHA.
Hawuboiee cinoxxnow ansercs fuarnocruka UK. Ipu na6opa-
TOPHOM AMArHOCTUKE YPOBEHDb IPOTPOMOUHA, (pUOPHUHOTEHA,
KOJIMYECTBO TPOMOOLIUTOB (€C/IM HET MACCUBHOM KPOBOIIOTEPHU
1 A6COMIOTHOM NTOTEPH TPOMOOITUTOB) OY/IYT B IIPEIE/IAX HOP-
Mbl ITockonbky gepuniut FVIIL FIX, FVII in 6J10KHPpOBAaHHE
UX AKTUBHOCTH IIPUBOJIAT K HAPYIICHUIO aKTUBALMU FX, 1anb-
Hernee 06pa3oBaHrue TPOMOUHA U3 IPOTPOMOUHA U (prUOpU-
Ha 13 PUOPHUHOreHa HEBO3MOXKHO. Hammune Takoro noBpex-
JIEHHA JTAOOPATOPHO ONPEAENAIOT TOIBKO MO YATMHEHUIO (60-
siee ueM B 2 paza) AYTB. CneioBaTenbHO, y MAIUEHTOB, C I10/103-
PEHMEM HA ITOBPEXKJEHHUE IIJIA3MEHHOI'O 3B€HA KOAT'YJIALIUM He-
06XO/IMMO B IIEPBYIO Ouepeb uccienoBatb AYTB, 6e3 uero He-
BO3MOJKHO OINPENE/IUTD TAKTHUKY JIEUEHUSL.

Taxum 06pa3oMm, nepBUydHad JUarHoCTHKA MK OCHOBBIBAeTCA
Ha M30/IMPOBAHHOM yBenrmdeHnH AYTB, NOKa3aHueM K UCCIEN0-
BAHMIO KOTOPOT'O SABJIACTCS HOJO3PEHUE HA HAIMYUE HAPYIIe-
HUs KOAT'YJIALMOHHOTO 3BE€HA IeMOCTA3d WM KOHTPOJIb TEPAITIN
HEPAKIIMOHUPOBAHHBIM I'eniapuHoM [3, 7, 10]. Cneayromniuii
I1ar — KOMILIEKCHOE OOC/IEJOBAHUE, TTO3BOJIAIONIEE UCKIIOYUTD

Klinichna khirurhiia. 2018 June; 85(6)

http: //hirurgiya.com.ua



KaiHiuna xipypria

Ha/IMYKE aHTUMHOCHOIUITNIHOIO CUHIPOMA (BBIABJIEHUE BOJI-
YAHOYHOI'O aHTUKOATY/IIHTA). [TpH MCKIoYeHnn aHTUPOChO-
JIMITAJHOT'O CUHAPOMA M HUIMYMU U30JTMPOBAHHOIO yBEJINYE-
Husg AdTB, KOTOPOE HE KOPPEKTUPYETCS MHKYOAITHEH I/1a3MBbl
MAMEHTA C TAKUM K€ OOBEMOM HOPMAJIBHOM IJIA3MBbI B TEYE-
HUE 2 4, MOKHO 3a1107103puTh Aepurut FVIIL FIX, FXI, FXIL
JIMarHo3 OKOHYATEIbHO MOATBEPKAAIOT ITyTEM OIIPE/IE/IEHIA
yposHa uHruéutopa FVIII B BE: KOIM4eCTBO MFHTUOUTOPA, KO-
TOpOE HEUTPpAIU3YeET 50% aKTUBHOCTU eAuHUIEI FVIIL Ecnu y
6OJIBHOI'O HET MHT'MOUTOPHOI reMO(WINY, ITOT OKA3ATED
pasen Hymo (2, 3]. Komnyectso BE, paBHOE 5, CAUTAIOT IPAHU-
1en: 10 5 BE — yMEPEHHO BBIPAKEHHASA KOATI'YJIOIIATHS, BBIIIE 5
BE — Tsxenad [10].

AnTurena K FVII 6I0KUPYIOT aKTUBALIUIO BHYTPEHHETO ITy-
TH CBEPTBIBAHUA. [TO3TOMY HEOOXOAMMA AKTUBALIMSA BHEIIIHE-
'O ITyTU CBEPTBIBAHNSA, ITOCKOJIbKY KOHEYHBIM MECTOM aKTUBA-
1TMH OOOMX ITyTE€H CBEPTBIBAHUA ABIACTCA FX (0OOXOAHOM Iy Th,
FVIII bypassing). AKTUBa111s1 BHEIHETO, B IAHHOM CJIy4a€ ajIb-
TEPHATHUBHOIO, ITyTH CBEPTBIBAHUA JIOCTUT'AETCA BBEICHUEM Pe-
KOMOMHAHTHOT'O aKTUBUPOBAHHOTIO FVII (KOarus, HOBOCEBEH)
B HAYAJIbHOM 03€ 90 MKI'/KI' BHYTPUBEHHO. YUUTBIBAS COXPAHE-
Hue akTUBHOCTH FVII OT 2 710 6 4, TOBTOPHO BBO/ISIT ITPEIIapaT
BHAYA/IE KAK/bIE 2 — 3 4, frasiee — yepe3 6 — 8 4 710 OCTAHOBKU
kpoBoTeueHus1. OKTarekc, Kpome FVII, cogepKuT Taloke IIpo-
TpoM6uH, FX| FIX. EC/ii U3BECTHO, YTO Y MAIIMEHTA €CTh AaHTU-
Tesna K FVIIL, a ocranbHble TOKA3ATENM B IIPE/IE/IaX HOPMBI, BBE-
JIEHUE PEKOMOMHAHTHOTO aKTUBUPOBAHHOTO FVII, 6€3yC1oB-
HO, 6071€€ ONPABJAHO.

CyIecTBYIOT JIBE JIMHUW TEPAITNH JAHHOU ITATOJIOTHH [3].
IlepBas NpegyCMaTPUBAET IIPU POAOJDKAIONIEMCS KDOBOTE-
YEHHHU aKTUBAIINUIO TAK HA3bIBAEMOI'O OOXO/JHOT'O Iy TH, IIPUBE-
JIEHHYIO BBIIIE, IPH OCTAHOBJIEHHOM KPOBOTEYEHNH — 3PA/IU-
KaIlUIO MHIMOHUTOPA C ITOMOIIBIO IPUMEHEHNA NPEIHNU30IOHA
B J103€ 1 MI'/KI' B CYyT 10 4 — 6HenB U30IMPOBAHHOM BUJIE WIU B
KOMOHHAIHH ¢ nukiodocdamuom [4 — 6, 11]. Bropas BKIio-
yaet nHdysuio FVIII 1 fecmonpeccuH — Ipu Npo/I0/LKAIONEM-
€ KPOBOTEYEHHHU U UCIIOJIb30BAHUE IIUTOCTATUKOB — IIPU OC-
TAaHOBJIEHHOM KPOBOT€YEHUH. OJHAKO IO UMEIOIUMCS B Ha-
CTOAIIEE BPEMA JAHHBIM [3, 4, 12, 13] pe3ynsraThl MCIIOIb30BA-
HUA BTOPOU JIMHUN TEPATTNA COMHUTEIBHBL

TakuM 06pa3oM, JIEYEHUE NTAIIMEHTOB C KOATYJIONaTUYECKUM
KPOBOTEUYEHUEM IIPEJCTABIAET COOOH JOCTATOYHO CIOKHYIO
3aJja49y KaK JUI XMPYypPra, Tak U g aHecre3uosora. Hammaue
MAaCCUBHOI'O KPOBOTEUYEHHUA MOXKET IPUBOAHTD K KOAI'y/IONa-
THM ITOTPpednaenus Ha (pone pasputusa JIBC—-cuuapoma, 94To
OOYCJIOBJINBAET HENIPABU/IBHYIO TPDAKTOBKY XdPAKTEPa POLJOJI-
JKAIOIIETOCSA KPOBOTEUYEHUA M COOTBETCTBEHHO HENPABHUIILHOE
neuenue. Onpenenenue AYTB — nepsblit mar K yCTaHOBIEHHIO
IPHUYHHBI IPOJIOJDKAIONIETOCA KPOBOTEUEHUS. [IpH 3TOM O11-
peaenenue ypoBHEN (PAKTOPOB CBEPTBIBAHUSA KPOBH, A TAKKE
YPOBHS MHTUOMTOPA OOA3ATENIBHO A IPOBEACHUA IPABUIIb-
HOTO JIedeHUA. ECIM HET BO3ZMOKHOCTH OIIPEAEINTD Ie(DULTUT
(hbaKTOPOB CBEPTHIBAHMS KPOBH M YDOBEHb MUHIHOUTOPA, M-
MHUPUYECKOE TEMOCTATHYECKOE JIEYEHHUE BKJIIOYAET BBEJICHUE
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IIPOTPOMOMHOBOI'O KOMIUIEKCA YETI0OBEKA (OKTAIUIEKC) U pe-
KOMOMHAHTHOT'O aKTUBMPOBAHHOTO FVII (Koarui, HOBOCEBEH),
TPAHEKCAMOBOU KUCJIOTBI, KOTOPOE CEAYET HAYMHATD JJO OIle-
parymn. [IpuBeiIeHHOE HAGIO/IEHUE JIEMOHCTPHUPYET BO3MOXK-
HOCTb BO3HMKHOBEHHS PELIW/IMBHOT'O BHYTPUOPIOITHOT'O KPO-
BOTEYEHUA HA (POHE HOPMAJILHO NMPOTEKAIOMIETI'O MEHCTPYA/Ib-
HOT'O IJUKJIA y MOJIOJJOM JKEHIIIUHBIL, YTO TPeOyeT MHIYKLIMH UC-
KyCCTBEHHOI MECHOIIAY3bI.

JIOCTIZKEHHE CTOMKOTO T€MOCTA3a U SJITMMHUHALINS UHTUOU-
TOPA ABIAIOTCSI OCHOBOM JIEYEHUS IPUOOPETEHHOM TeMO(]pH-
mu A. MHOTOO6pasne KIMHUYECKHUX TPOSBICHUH 3TOTO 3200-
JIEBAHUS TPEOYET HE TOJILKO MEANKAMEHTO3HOU TEPAIIUH, HO U
Y pAJla HALMEHTOB XUPYPIrUUECKUX BMEIIATEIBCTB. YCIENTHOE
JIEYEHUE JAHHDIX MAIIUEHTOB BO3MOKHO TOJIBKO IIPU MYJIBTU-
JUCLHUAIUIMHAPHOM MOAXOZE C y9aCTHEM I'€MATOIOTOB, XMPYP-
I'OB, daHECTE3UOJIOTOB, THHEKOIOTOB. Hammune 3HaHW O TaTO-
dusnonoruu pa3zsuTus U TedeHus MK raxke cnocoocTByeT
VIIY4HIEHUIO PE3Y/IBIATOB JIEYEHHUs IAHHbIX OOJIbHBIX.
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