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Pe3zome

Heap. IIpoaHanu3upoBaTh COCTOSHHE OOIICH MHUKPOLMPKYJISALKAK OOJNBHBIX C reMo(uineii, a Tarxke
M3YYUTh OCOOCHHOCTH OTIEPATHBHBIX BMEMIATEIHCTB Y JAHHBIX MAIUEHTOB.

MeTomea. B pa60Ty BKIIIOYCHBI UCCIICIOBaHUA Bap}/6e)KHI>IX " OTCUCCTBCHHBIX YYCHBIX, KaCaroIHUeCA
,Z[aHHOfI TCMATHUKU.

Pe3yabTaThl. YCTaHOBJICHO, YTO pab0Ta ¢ MaMeHTaMu ¢ reModuimeii TpedyeT KOMIUIEKCHOTO MOJIX0/1a,
BKIIFOYAIONIETO PAHHIO  JIMAarHOCTHKY, TIIATEIbHOE IUIAHUPOBAaHHWE JICUCHHUS, IPUBJICUCHHUE
MYJIbTUIMCIUILITAHAPHON KOMaHIBI CHEIHAINCTOB W WCIIONB30BAHUE COBPEMEHHBIX METOJIOB
MOHHUTOPUHTA U JICUCHUS. BaXKHOCTh TAKUX MEPOIPUATHI 3aKITIOUACTCS B CHIDKCHUH PHCKOB CEPhE3HBIX
OCJIOXKHEHH, CBSI3AHHBIX ¢ BO3MOYKHBIMU KPOBOTCUCHHUSIMHU BO BPEMS M TIOCIIC OTIEPAITHIA.

3akawuenne. CoONIOJICHUE CTPOTUX MeEp TMPEIOCTOPOKHOCTH W WHAMBHIYAIBLHOIO MOIXOJa K
MalUeHTaM ¢ reMO(UINeH SABISCTCS KIIOYEBBIM (PAaKTOPOM YCIEIIHOIO IPOBEACHUS XHUPYPrUUECKUX
BMemaTeasCcTB. COBPEMEHHBIE TIOAXOABI K IHATHOCTHKE, TUIAHUPOBAHHWIO W YIPABIICHUIO JICYCHHEM
MTO3BOJISIIOT 3HAYUTENBHO YIIYUIIUTh KA9eCTBO JKM3HU TAIIMCHTOB U MUHHUMHU3HUPOBATh PHUCKH Pa3BHTHSA
TSDKEJIBIX OCJIOKHEHUH.

Kniouesvie cnosa: remodunmsi, (QakTopel CBEPTHIBAEMOCTH KpOBH, Ja0OpaTOpHas IWarHOCTHKA,
akTUBHOCTb (hakTopa cBepThiBaHust kpoBu VIII, uarmburtop ¢akropa VII, puck kpoBoTeueHus,
OTlEepalIOHHbIE BMEIIATEIbCTBA

STATE OF GENERAL MICROCIRCULATION IN PATIENTS WITH HEMOPHILIA, SURGICAL
INTERVENTIONS IN PATIENTS WITH HEMOPHILI
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Abstract

Objective. To analyze the state of general microcirculation in patients with hemophilia and to study the
specifics of surgical interventions in these patients

Methods. The work includes research by foreign and domestic scientists on this topic.

Results. The study showed that working with patients with hemophilia requires a comprehensive
approach, including early diagnosis, careful treatment planning, involvement of a multidisciplinary team
of specialists, and the use of modern monitoring and treatment methods. The importance of such
measures lies in reducing the risks of serious complications associated with potential bleeding during and
after surgeries.

Conclusion. Adhering to strict precautions and an individualized approach to patients with hemophilia is
a key factor in the successful performance of surgical interventions. Modern approaches to diagnosis,
planning, and treatment management significantly improve patients' quality of life and minimize the risk
of severe complications.

Keywords: hemophilia, blood clotting factors, laboratory diagnostics, factor VIII clotting activity, factor
VIII inhibitor, bleeding risk, surgical interventions

BBepneHue

FeMO(l)I/IJ'II/ISI — 3TO HACJICIACTBCHHOC 3360J’ICBaHI/IC, XapaKTepu3yronieeCd HApyIMICHUCM CBCPTBIBACMOCTU
KpOBH. OHO CBS3aHO C HCOJOCTAaTKOM OJHOI'O M3 (baKTOpOB CBCPTBIBAHUS, UYTO NPUBOJUT K MOBBIIICHHOM
NpeaApacCIiOIOKCHHOCTH K KPOBOTCUCHUSIM. CYH_ICCTByCT HCCKOJIbKO THIIOB FeMO(i)I/IJ'II/II/I, Hanbomee
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pacipoCTpaHEHHBIMH U3 KOTOPBIX ABJsOTCS remModuins A (HegocraTok ¢akropa VIII) u remodunus B
(memoctarok Qakropa 1X) [3]. Hapymienne cBepThiBaeMOCTH KPOBH IpH TeMOQIINH, 3aTparuBaroliee
3HAUUTENBbHOE YUCIO manueHToB B Poccuu, Tak ¢ 2021 mo 2023 rr. KOIMYECTBO MAIlEHTOB BO3POCIO
(7237 ¢ remodumueit A m 1354 c¢ remodunueir B, cormacuo naneeM (puc. 1) [2], uro co3maer
crier(puUecKre CIOKHOCTH TMpH IUIAHUPOBAHWKM W TIPOBEJICHWH XHUPYPTUYECKHX BMEIIATEIbCTB,
0COOCHHO HEMPOXUPYPTrHUECKUX OINEepanuii: Jr000e BMEIATeNIbCTBO Ha TOJOBHOM WM CIIMTHHOM MO3TE,
BKJIIOYAsl OIMEpalli Ha COCyJlax TOJIOBHOI'O MO3ra, HECET KpailHe BhICOKUM pucK. KpoBoTeueHue B 3TOM
00J1aCTH MOKET OBITh (DaTaIbHBIM.

[TonuMmaHue B3aUMOCBS3M MEXKIY COCTOSHHEM OOIIed MHKPOIMPKYJISINN, OICHUBAEMOH IO
MoKa3aTelssM BPEMEHH KPOBOTEUYCHHUS, W PHUCKOM IOCTONEPALMOHHBIX OCIOXXKHEHHUM, TaKUX, Kak H
MIOBTOPHBIE KPOBOTEUEHUS, SBISIETCS KITIOYEBBIM I ONTHMH3AIMKA XUPYPrU4ecKoro jedeHus. Harre
WCCIIEJOBaHNE aHAIM3UPYET B3aUMOCBSI3b MEXIY COCTOSHHEM MHKPOIMPKYIANNHA U OCOOEHHOCTSIMU
OTIEpaTHBHBIX BMEMIATENFCTB y MAIUEHTOB C TeMOpWIned C IEeNbI0 ONpeAeNeHHs] MPEAUKTOPOB
MOCTOTIEPAIIMOHHBIX OCIOKHEHUH U pa3pabOTKH CTpaTeruii uX MpoQUiIaKTHKH.

Temoihirnn .

& 591

Weloae

Fevodhiann

Puc. 1. KonmnuectBo nauuentoB ¢ remo¢unueii B Poccun (uen.). Annamuka 2021-2023 rr.

AKTyanbHOCTh TIPOOJIEMBI ONEPATHBHBIX BMEIIATENLCTB y MAIMEHTOB ¢ TeModuimed o0ycloBicHa
BBICOKMM DPHCKOM Pa3BHUTHS >KM3HEYTPOKAIOMIMX KPOBOTEUEHHH W TPOMOOTHYECKHX OCIOXHEHHH,
MPEACTABIAIONIMNX 3HAYUTEIBHYIO YTPO3y AJIA KU3HU U 310pOBbs. HecMOTpst Ha NOCTHKEHUS B JICUCHUU
reMoQUINM, TPEIOTBPALICHHE W KOHTPOIb KPOBOTEUCHHH BO BpeMs M TIOCIE XHUPYPTHUECKOTO
BMEIIATEILCTBA OCTAIOTCSA  CIOKHBIMH ~ 3aJadaMH, TpPEOYIONIUMH KOMIUIEKCHOTO IMMOAXOojJa U
MEXIUCIUTUIMHAPHOTO COTpyAHWYecTBa. HeoOXoaumMocTh pa3paOOTKH W ONTHMH3ALWU TPOTOKOJIOB
npeIoNepaliMOHHON MOTOTOBKH, BEIOOpA ONTHMATBHBIX METOJIOB aHECTE3UH U XUPYPIHUECKON TEXHUKH,
a TaKXe IOCTONEPAllMOHHOTO MOHHWTOPWHTA W JICUEHHUS, [eJaeT H3Y4YCHHE HJaHHON MpoOIeMbl
MPUOPUTCTHBIM HAMPABICHUEM JUISI COBEPIICHCTBOBAHUS MEAUIIMHCKOM TOMOIIM TNaleHTaM C
reMopuiIuei M CHOCOOCTBYEeT Mporpeccy B 00JacTd TeMaTONOTMM M XUpypruu. JlanpHeiimme
UCCJICJIOBAHUS B 3TON 00JaCTH MO3BOJIAT CHU3UTH YaCTOTY M TSDKECTh OCIIOKHEHUM, YIIYUIIUTh Ka4eCTBO
JKU3HU TAIUEHTOB U OBBICUTH 3(h(heKTUBHOCTD JICUCHMUS.

Lenr wuccrmemoBaHuss — TPOAHATU3UPOBATH COCTOSHHE OOIIEH MUKPOUMPKYISAIUN OONBHBIX C
reMo(uiIHei, a TakKe U3yIUTh OCOOEHHOCTH ONEPATUBHBIX BMEIIATENFCTB Y JAHHBIX TAIlMEHTOB

MeToauka

Hcnonp30Banuce KOHLENTYaldbHBIA, MPOLECCHBIM, CUTYAallMOHHBINM, JIOTMUECKUM W CUCTEMHBIA aHaINU3
3apyOeKHON M OTCUYECTBECHHOH JINTEPATYPhI, KACAIOIINECS JAHHON TEMaTHKHU.

Kaaccuduxanus npoueayp no puckKy KpoBoTedeHHUs] PH reMoPUInu

Knaccudukarus nporeayp mo pucky KpOBOTEUCHHUS MPH reMO(ITHU 00BIYHO OCHOBAaHA HA BEPOSATHOCTHU
U TMOTCHIMATbHOW TSXKECTH KPOBOTCUCHUS, CBSA3aHHOTO C KOHKPETHOW mporenypoit. He cymecTByer
€JIMHOH, YHUBEPCAIBHO MPHUHITONH CHCTEMBI Kiaccu(uKaimu, HO OONBIIUHCTBO MOIXOJ0B YUUTHIBAIOT
ciemyromye (pakTopel: MECTO MPOIETypPhl, HHBa3UBHOCTH MPOIEAYPHI, TPOAOIDKUTENFHOCTD POLIETYPHI,
TN TKaHW (TIOBPEXICHUE KOCTCH WJIM CYCTaBOB HECET 3HAYMTEIBHO OONBIIHNA PHCK CEPbE3HBIX
KPOBOTEUYECHHH, YEM MOBPEXKACHNE MSITKAX TKaHEH), MCIOIb3yeMble WHCTPYMEHTHI, JINYHBIA aHaMHE3
maryenTa (9acToTa | TSHKECTh MPEIbIIYINNX KPOBOTCUSHHH y MMAIIMeHTa BIUAIOT HA OIICHKY prcka) [7].
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1. Hu3kuii pucK KpOBOTEUEHHWs. DTH TPOIEAYPHI OOBIYHO HE TPEOYIOT MOTOTHUTEIHHOW KOPPEKIINH
YpOBHS (PAKTOPOB CBEPTHIBAHHS KPOBH, €CIIM TeMOMINS XOpOolo KoHTponupyercs. K HUM oTHOcsSTCS
TaKMe NpPOUEAYpbl Kak B3STHE KPOBH W3 BEHBI, BHYTPUBCHHBIE HHBEKIHH, HHIOCKOIHYECKHE
uccnenosanus 6e3 ouoncuu (Hanpumep, PI'IC, konoHocKomuUs), yaaneHue 3yoa (pu yCcI0BUU XOPOLIEH
NpOQHUIAKTHKH U JIOKAJILHOTO KOHTPOJIS).

2. YMepeHHBIN pUCK KpOBOTEUCHHUS. [ 3THUX IpoLenyp MOXKET HOTpeOoBaThCsA BPEMEHHAs! KOPPEKLIUS
ypoBHs (aKTOPOB CBEpPTHIBAHUS Iepel BMeIlaTedbcTBOM. (Maible XHUpyprudeckue BMeEILATeIbCTBA
(HampuMmep, ynaneHue NONUNOB, Ouoncus). VHBa3WBHBIE AMATHOCTUYECKHE MPOLEAYpPHI (Hampumep,
Ouorcus nedeHy, MyHKOus cycraBa). CTOMATONOrHYECKUE MPOLUEAyphl (HapuUMep, CIOKHOE YAaJCHUE
3y0a, uMIutanTanys). Katerepuszanus ueHTpaJbHBIX BEH).

3. BbIcokmMii pHCK KpPOBOTEYEHHWS. OTH NPOIEAYyphl TPeOyIOT TIIATENbHON MOATOTOBKH, BKIIIOYAs
TIOBBIIIICHHE YPOBHS (DAKTOPOB CBEPTHIBAHUS JIO LIEJIEBOTO 3HAYCHHUS IEpE]] OTepanueil u moaepKanue
UX Ha TPOTHKEHUH Teproaa 3axuBieHnsA. K TakuM mpoueaypaM OTHOCATCS: OOJBbIINE XUPYpPrHUecKre
BMeIIaTeIbCTBA (Hampumep, aOJOMUHAILHBIC OIEpalyd, TOPAKOTOMUS), OPTONEIUYCCKHUE OIEPAIUU
(Hampumep, apTPOIUIACTHKA, OCTEOCHHTE3), HEHPOXUPYPTUYECKHE BMEIIATEIbCTBA, TPABMATHUCCKUC
TIOBPEXKICHUS (HAIIPUMEP, IIEPEIIOMBI, TPABMBI TOJIOBBI).

4. OdeHb BBICOKHMH PHCK KpPOBOTCUCHHSA. OTH CHUTyallud TPeOYIOT OSKCTPEHHON KOPPEKITHH
KOAryJsIlIMOHHOTO CTaTyca W MHTeHCHBHOTO HaOmojaeHus. ([TolocTHbe omepamnyu ¢ BHICOKHM PHUCKOM
KpPOBOTEUCHHUS (HAalpUMep, yJIaJeHUE OIyXOJel, OpraHOCOXPaHSIOINE Orepanun). TspKenble TpaBMbI
(HampuMmep, BHYTPUYCPEIHBIC KPOBOW3IIMSHUS, MHOXXCCTBEHHBIC IepelioMmbl). Poabl  (ocoOeHHO
€CTECTBEHHBIC POJIBI)).

BaxxHo: olleHKa puCKa KPOBOTEYCHHUS JOJDKHA MPOBOAUTHCS WHIUBUAYAIBHO ISl KKIOTO IMAlUeHTA C
y4éTOM €ro CHEIU(PHUUECKOr0 Auarfosa (TsHKeCTh reMo(HInM, HaIWMYHe MHTHOMTOPOB), aHAMHE3a U
IUTAHHPYEMOM  Tpomenypsl. OTa OLEHKAa TMPOBOAWTCA BpPavyOM-TEMAaTOJIOTOM WM  XUPYPTOM,
CIICIUATM3UPYIOIIUMCS Ha JICUCHUH MMalMeHTOB ¢ reModuuneii. [lepes mo0oit npouenypoit HeoOXoauma
paspaboTka IUIaHa YHPABICHHUS KPOBOTCUYCHUEM, KOTOPBIM MOXET BKIOYATh MPOMUIAKTHUSCKOES
BBeJiIcHUEe (DAaKTOPOB CBEPTHIBAHUS KPOBW, HCIOIB30BAHUE MECTHBIX TE€MOCTATUYECKHX CPEACTB U
TLIATEIBHBIA MOHUTOPHUHT TOCIe mpouexypsl [1, 7, 10].

Kax npaBuio, manueHT caMm BBOAWT cebe HeoOXOoauMoe KOJINYeCTBO (haKTOPOB CBEPTHIBAHUS KPOBU, HO
9TO MOXKHO CHpPaBEUIMBO TOIBKO B TEX CIIy4asx, KOTJa KPOBOTEUEHHSI OTHOCHTCA K HHM3KOW WIIH
yMepeHHOW cTemieHn pucka. Jms pacuera 036l (hakTOpa CBEPTHIBAHHMSA HCIOIB3YETCS CIEIyroImas

dhopmyna:

Lene eninpupocrypoedadarropa {3
NpupoctypoemgakToparal ME fkrMacceTena%g)

HJoza(ME) = xMacca Tena naugenTa (Kr)
, tne: Lleneoii mpupoct ypoBHA ¢axTopa (%) — pasHHIAa MEXIY JKEIaeMbIM YpPOBHEM (DakTopa B KPOBH
(B % OT HOPMBI) U HICXOAHBIM YPOBHEM [4].

[pupoct yporHs dakropa Ha 1 ME/kr maccel Tena (%) — craHmapTHOE 3HAYEHHE, KOTOPOE 3aBUCHT OT
tuna ¢axropa: s pakropa VIII: 2% na 1 ME/kr maccer Tena; mist dakropa [X: 1% wa 1 ME/kr maccst
TeJIa; Macca TeJa MaluenTa (Kr) — Bec MalfieHTa B KUiIorpaMMax.

LeneBbie ypoBHH (GakTOpoB cBepThIBaHUs: HU3KUHA puck: 30-50% oT HOpMBI; yMepeHHbIH puck: 50-80%
0T HOpMBI; BeICOKHMH puck: 80-100% oT HOpMBI; 0ueHb BEICOKHH puck: >100% oT HOpMEI [5].

IIpaBusia padoThl ¢ MANHEHTAMH € TeMo(puInei

[IpaBmiia BemeHMsT TMANMEHTOB C TeMOMWIIMEH, HYXJAIOUIUXCA B XUPYPrHUYECKOM BMeEIIATEIbCTBE,
JOJDKHBI  0a3MpoBaThCA HA TPUHIUIAX IMEPCOHATM3MPOBAHHOTO IOAXO0Ja W MEXKIUCIHUITIMHAPHOTO
coTpyaaudecTBal6]. KimrodeBpie acrieKThI BKITIOYAIOT:

1. Ilpenxupyprudeckuii stamn. /lmarHocTMKa M OLIEHKAa pUCKA: TOYHAs JUArHOCTHKA THMA M TSHKECTH
remodpunuy, omnpeneneHue ypoHs ¢aktopoB cepTbiBanus (VI wmmm IX) m apyrux mokasareneit
KoaryJjorpaMMbl HEOOXOIOUMBbl MAJsl OLIEHKHM WHIMBUIYaJbHOTO pHUCKa KpoBoTeueHus. HeoOxomumo
YUUTBIBaTh HAJINYUE COINYTCTBYIOIIMX 3a00JeBaHMN M JIeKapCTBEHHOW Teparnuu. CBOEBpEMEHHOE
BBISIBJICHHE TeMO(WINY KPUTHUYECKH BKHO [UIS IUNITAHUPOBAHUS ONTUMAJIbHON TaKTHKH.

HHaHI/IpOBaHI/Ie n II0ATOTOBKA: pa3pa60TI<a HO,ILpO6HOl"O IjIaHa XHUPYPrudeCKOoro BMCIIATCIBCTBA C
yueTOM CHCI_[I/I(l)I/IKI/I FeMO(l)I/IJ'II/II/I, BKIIIOYAOMmECro BBI60p MHUHUMAJIBbHO HMHBA3MBHBIX MCTOJ0B,
OIITHMAaJIbHOM aHCCTC3HNHU (HpC,I[HO‘-ITI/ITeJ'ILHa peruoHapHas, €ClIn BO3MO)KHO) n CXCMbI
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NPOQUIAKTHYECKOTO  3aMECTUTENbHOTO  JIEYCHHs  KOHIEHTparaMu  (aKTOpOB  CBEPTHIBAHUSI.
KoHcynbranuu remaroiiora, XMpypra U aHeCTe3H0JIoTa 00s13aTeIbHBI JIJISl COTIIACOBAHUS TAKTHKH.

3aMecTHTeNbHAs Tepamnus: NPoQUIaKTUIECKOe BBEJCHUE KOHIEHTPaToB (pakropoB cBepThiBanus (FVIII
win FIX) HaunHaeTcst 32 HECKOJIBKO AHEH 10 ONepanyy, ¢ MHANBUAYAIbHBIM OA00POM O3Bl M PEeXKUMA
BBEJICHUS, O0ECIIEUMBAIOLIMM JIOCTaTOUYHBIH YpOBeHb (DaKTOPOB CBEPTHIBAHMUS Ha IPOTSIKEHUH BCETO
OIIEPALMOHHOI0 MEPHOJIa U TIOCJICONEPAMIOHHOIO BOCCTaHOBJIEHUA. CXeMa J0JDKHA YUYMTHIBATh THII U
00BbEM XUPYPrUUECKOT0 BMELIATENILCTBRA.

2. VntpaonepannoHHbli 3Tan. MoHuTopuHr remoctasa: [loCTOSHHBIA MOHUTOPUHI KOAryJIOrpaMMBbI
(axTHBHpOBaHHOE dYacTHYHOE TpoMOomnactuHoBoe BpeMs — AUTB, mporpomOunoBoeBpems — IIB,
(hubprHOTEH) M BU3YyaJbHBI KOHTPOJL BO BpeMs oreparuu. Koppekius 3aMecTHTEIbHON Tepanuu B
3aBUCUMOCTH OT JAHHBIX MOHUTOPHUHTA.

TexHuka XHPYpPrHUECKOTO BMENIATENhCTBA: VICIIONB30BaHUE MAMSIINX, MAIOTPAaBMATHYHBIX METO/IOB
XUPYPrUYecKOTO BMEMIATENbCTBA C IENbI0 MHUHAMHU3AIMN KPOBOMOTEpH. TIIATBIA reMocTa3 BO BpeMs
OTIepaIlyH.

3. Tlocromepammonnsii stan.  [lpomomkeHne 3aMeCTUTEIBHOM — Tepamuu: MOJIEP>KUBAIOIIAs
3aMECTUTENIbHAS Tepanus KOHIEHTpaTaMHu ()aKTOPOB CBEPTHIBAHHS MPOJIOJDKACTCS IOCIE ONEpaIluil B
TE€YeHHE HEOOXOIUMOrO IMepHojia, KOHTPOJIMPYEMOTo JaOOpaTOPHBIMU ITOKA3aTeNIMA U KIMHUYECKON
KapTUHOM.

MOHHMTOPUHT U THPOHIAKTHKA OCIOXKHEHUH: peryispHbii Mouutopunr AUTB, IIB, ¢uOpuHorena,
KOHTPOJIb Ha HaJUYMe reMaToM, CEpOMBI, HH(M)EKIIMOHHBIX OcliokHeHUH. [IpodmnakTrka TpoMOO30B ¢
MOMOILBIO COOTBETCTBYIOIIUX MEP.

PeaOwnmuranus: WHIUBUAYANBHBIN IIaH peaOWIMTAIlUM, BKJIIOYAONINA  (DU3HOTEparieBTUYCCKHC
MPOIEAYPHI, C YYSTOM OTPAHUYCHUH, 00YCIOBICHHBIX PHCKOM KPOBOTeUeHU [ 1]

IToxa3zaTesiu KPOBM y NalMeHTa ¢ reMmoduanei

[Ipu mocTyruieHWW mMmanueHTa ¢ reMo(IIuel B XUPYPrHUYSCKUI CTAlMOHAP HEOOXOIMMO IPOBECTU
KOMIUICGKCHYIO OIICHKY COCTOSHHUS CBEPTHIBAIOIICH CHUCTEMBl KpPOBH, YTOOBI OIPEIEIUTh PUCKU
KPOBOTEYCHUH W CIUIAHUPOBaTh Oe3omacHoe BejeHre. OCHOBHBIE TIOKA3aTeNN KPOBU, KOTOPBIE CIIEIYET
OIICHUBATh, BKIIIOYAIOT KaK CTAaHJAapPTHBIC aHAIM3bI, TAK W CIEMUPUUECKHE TECThl JJISI JTUATHOCTUKH H
MOHUTOpUHTa TeMOGUInH. OJHAKO BaXKHO OTMETHThH, YTO CTAaHJAPTHHIC AHAIW3bI KPOBH (HAIIpPHUMED,
00U aHaNIM3 KPOBHU) y TMAIMEHTOB ¢ reMowinedl 00bIYHO OCTAlOTCS B Mpejeiax HOPMBI, €CId HET
aKTUBHOTO KpoBoTeueHus [9]. Jlagee MBI pacCMOTpHM TOKa3aTelid, KOTOpbIE OyayT OTIUYATHCA Y
OOJBHBIX ¢ TeMOWINEH B Pa3HBIX UCCICAOBAHUSIX.

1. O6uwmii ananmu3 xpoBu (OAK). B OompmmHCTBE ciay4aeB pe3ysibTaTbl OOIIETO aHalu3a KPOBH Y
HAaLMEeHTOB ¢ TeMo(INeH HaX0AATCs B Ipeiesiax HOPMBI, €CIIM HET OCTPOro KpoBoTeueHus. ['eMornooux
(Hb): MoxeT OBITh CHIKEH MPU XPOHUIECKUX WM OCTPHIX KPOBOTCUCHHSIX. DPUTPOIHTHI: KOTUIECCTBO
3PUTPOLIUTOB MOXKET YMEHBIIATHCS IIPU aHEMUH, BbI3BAHHOMN TOBTOPHBIMU KPOBOTEUEHHUAMU.

2. Koarymorpamma — 3TO KIIOYEBOW aHAIM3 JJIs JHArHOCTUKU W MOHHMTOpWHTa Tremodwmmmu. OnHa
BKIIIOUACT CICAYIOIIME T[OKa3aTeNnu: a) AKTUBUPOBAHHOE YaCTUYHOE TPOMOOIUIACTUHOBOE BpeMs
(AUTB), nopma: 25-35 cexkynn. Y manueHnTtoB ¢ remoduimeii: yanmuaeno. AUTB otpaxaer BHyTpeHHUI
IyTh CBEPTHIBAHUS, KOTOPBIH HapyIieH mpu remModuanu A u B. Uem Hioke akTuBHOCTH (akropa VIII wiu
IX, tem Oonee BeipaskeHo ymuHeHrne AUTB. 6) AxktuBHoCTh (akTopoB cBepThiBanus. @akrop VIII (mpu
remouanu A): CHumxeHa. CTeleHb CHUKEHHS KOPPEIUPYET € THKECThIO 3a00JieBaHMs: Tshkeas Gopma
(<1% akTuBHOCTH); ymMepeHHas dopma (1-5% aktuBHOCTH); Nerkas popma (5-40% axtuBHOCTH). DakTOp
IX (mpu remodunuu B): ananoruuno daxropy VIIL.

3. JlononmHuTenbHBIE WccienoBaHus: a) HWmmyHomormdyeckue TecThl. Mg nuddepeHnmanbHON
MUAarHOCTHKYM Mexay reModmnueii A u B: ompenenstor ypoens antureHa dakropa VIII (FVIII:Ag) u
ero aktuBHOCTh (FVIIL:C). [lpu remodunuu A HaOMIOJAIOTCS HU3KHE YPOBHHM KaK aHTHICHA, TaK U
AKTUBHOCTH.

0) I'enetnueckoe Tectuposanue. Beisinenne myTauuii B renax F8 (remodunus A) win F9 (remodunus
B) ans monTBepKIeHU AMArHO3a U POTHO3UPOBAHUS TSKECTH 3a00JIeBaHUA.

4. INoxkazatenu npu OCIOXKHEHUAX. [Ipr HAMTHMYUKM OCITO)KHEHUH, TAaKUX KaK KPOBOTCUCHHUE WIIM Pa3BUTHC
WHTHOUTOPOB (aHTHTEN K (haKTopamM CBEpPTHIBaHHS), MOTYT HAOIIOMATHCS CICAYIOIMHE H3MCHCHUS:
TeMOTJIOOMH U TEMATOKPHUT — CHIDKEHBI TIPU XPOHHUYECKOW WIIM OCTPOW KpoBomoTepe. PeTHKYIOIUTHl —
TOBBIINICHB TIPH  KOMIICHCATOPHOW peakiMd KOCTHOTO MO3ra Ha aHeMHIO. YpPOBEHb (HaKTOpOB
CBEPTHIBAHUS — MOXKET OBITH €Ille HIDKE MPH Pa3BUTUH HHTHOUTOPOB.
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[Manmentsl ¢ reModuianeil UMEIOT XapaKTepHbIE U3MEHEHUS B KOaryjaorpaMme, OCOOCHHO YITMHCHHE
AYTB u camxkenue aktuBHocTd (akropos VIII mnu IX. OTh mokaszarenu sIBASIOTCS KIIOUEBBIMHU IS
JUAarHOCTHMKH M MOHMUTOpHHTa 3aboneBanus. I[lpu 3ToM oOmuMili aHanW3 KpOBH OOBIYHO OCTAaeTCs B
mpejesax HOpMbl, €CJIM HET aKTUBHOI'O KpoBoTeuenus [3, 7, 10, 11].

3aknroyeHue

Hapymenns MUKpOIMPKYJSIMN Y TAIMEHTOB C TeMOGHINEH MPECTaBIAIOT COO0H 3HAYNTEIbHBIN BHI30B
B TEPaNeBTHUECKON MPAKTUKE, OCOOCHHO B KOHTEKCTE MOATOTOBKU K XUPYPTUYECKUM BMEIIATEILCTBAM.
Heduuut ¢aktopoB VI mmm IX npuBoauT K AUCOYHKUWH SHIOTENHS, MOBBIMICHUIO COCYIHCTON
NPOHULAEMOCTH, YTO KJIMHHYECKH IPOSBISETCS CKIOHHOCTBIO K reMaTomMaM M oTekaMm. Kpome Toro,
HaOIr01a0TCs U3MEHEHUS PEOIOTUYECKUX CBOWCTB KpOBH, YBEJINUUBAIOIINE pHCK
MHKPOTPOMOOOOpa30BaHUs M HIIEMHYCCKUX TOBPEKICHUH TKaHEH. XPOHWYECKOE BOCIAJICHUE,
BTOPHUYHOE MO OTHOIIECHHIO K PEHUAMBHUPYIOIINM MHKPOTEMOPPArHsM, TaKKe YCYryOJsieT HapyLICHUS
MUKPOLMPKYJSALUU. B OTHENbHBIX Ciy4asx MOXKET OTMedaTbcs HelpomnaThdeckas CHMITOMAaTHKA,
CBA3aHHAs C HIIEMHEW HEPBHBIX OKOHYAaHMH. BBIpa)K€HHOCTh NaHHBIX HApYIIEHUN KOPPETUPYET C
TSHKECTBIO 3a00JIeBaHMsl, HUIMYMEM HHIHOUTOPOB U COMYTCTBYIOIIEH MATOIOTHUEH.

[MpenonepanonHast HOATOTOBKA MAMEHTOB ¢ reMouInell TpedyeT cTpororo coOI0AeHH IPOTOKOIA,
BKJIIOYAIONIETO KOMIUIEKC Mep, HalpaBIeHHBIX HA MUHHMH3ALHUIO pPHCKa KpoBOTedeHHs. KirtoueBbIM
KOMIIOHEHTOM  SBJISIETCS  3aMECTHUTENIbHasi Tepamusi (akTopaMH CBEPTHIBAHUS, JO3UPOBKA U
NPOIOJDKUTEIFHOCTS KOTOPOM OMpEAETSIIOTCS WHIMBUAYalbHO C YYEeTOM TSDKECTH TeMopwinu u
XapakTepa MpeACTOSIIEro XUPypruueckoro BMEUIaTebCTBA. BRIOOp aHEeCTE3MOIOTHYECKOTO MeToAa (¢
HPEANOYTCHHEM PErHOHAPHBIX WM JIOKAJBHBIX TEXHHWK) W XHUPYPTHYECKOTo JOCTyHa (C MPHOPUTETOM
MHHUMAaJIbHO HMHBA3UBHBIX METOJMK) TAaKXKe HMMEeT KpUTHYeckoe 3HadeHue. HeoOxommmel crtporwuit
reMocTa3 BO BpeMs ONEpaldd M IOCTONEPAlMOHHBIM MOHMTOPHMHI IIOKa3aTeled Tremocrasa,
CBOCBpEMEHHAsT  KOPPEKUHMS  3aMECTHUTEIBHOM  Tepamud ¥ NpOQUIAKTHKA  OCIOKHEHHH.
MynbTHAMCUUIITMHAPHBIA MOAX0MA, OOBEAMHSIOMNN YCHIIMSI TeMarojiora, XHpypra M aHecTe3uoJiora,
SIBIISIETCA HEOOXOAUMBIM YCIIOBHEM AJISl YCIIEIIHOTO MPOBEACHUS XUPYPrHUECKOTO JCUCHHS MAIIUEHTOB C
reMoQpuINeH.
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