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OBIIUE ITOHATUA

YMeHblIeHHE B I[EPUONEPAIMOHHOM  TEpHOJEC  OCJIOXKHEHHUH,  00yCIOBIECHHBIX
paccTpoiCTBaMU CHCTEMBI TE€MOCTa3a, MOXET MOTEHIHAIbHO YMEHBIIUTH 3a00JeBAaEMOCTb,
CMEPTHOCTb U MPOJOJKUTEIBHOCTh IOCIUTAIM3AIMM, & TAaKXKE CTOMMOCTb jeueHus. CHuxeHue
JAHHBIX OCJIOKHEHUH y MAllUEHTOB OCHOBAHO HA TPEX IIPUHIUIIAX:

1. uHpOPMATHUBHBIN reMOCTAa3HOIOTNYECKUI MOHUTOPHHT;

2. muddepeHnanbHas JUarHOCTHKA BOSHUKAIONNX HApYyIICHUIA;

3. cBOEBpEMEHHAasI KOPPEKIHS pacCTPONCTB TeMOCTAa3a.

Pexomenpanuu  ABIAIOTCS  pe3yJbTaTOM  COIVIACOBAHHOIO ~ MHEHHUS  JKCIIEPTOB,
BBIpAaOOTAHHOTO HAa OCHOBAaHMHM  aHajiM3a OMYyOJMKOBAaHHBIX  MCCIEJOBAHUH B ITOM
obmnactu.Kputnueckass olleHKa JHATHOCTHUECKUX M JICUEOHBIX IPOLEAYp B IOCIEAHEE BpeMs
BKJIIOYACT OIPENCIICHUE COOTHOILICHHUS PHUCK-TIOJIb3a. YPOBEHb [OKa3aTCJIbHOCTH U CHIA
PEKOMEHIallU{ 10 ONPEAEICHHBIM BUAAM JICUCHHU IIPUBEIEHBI COIJIACHO ILIKaJIaM, OIIMCAHHBIM B
tabmunax 1 u 2.

Ta6anna 1.
Kuaccsl pekomeHnanmi
Kiaacc pekomenaanmii Omnpenenenue
Kiace 1 Jloka3zaTelnbHO W/WIIM UMeeTCsl 0011ee MHEHHE, YTO TIPOBOUMOE
JIeUeHHE WM IPOIelypa BHITOAHBI, y100HBI U 3()(PEeKTUBHEI
Knacc 11 Pa3zHouTeHMS B JOKA3aTEIBHOCTU H/MIIH PACX0KACHUE MHEHUH O
110J1e3HOCTH/2(PPEKTUBHOCTH JICUCHHS WIIH TIPOLIETYPHI
Knacc I1a Cua 10Ka3aTenbCTB U/UITM MHEHUH yKa3bIBalOT Ha
M10JIE3HOCTH/3PPEKTUBHOCTD
Knacc 1Ib [Tone3HocTh/2PPEKTUBHOCTH B MEHBILIEH CTENICHH
YCTaHOBJICHBLI0KA3aTEJIbCTBAMI/MHEHUSIMH
Kiacce 111 Jloka3zaTelnbHO W/WIIM UMeeTCsl 0011ee MHEHHE, YTO TIPOBOUMOE
JieueHHe WIK NpoIielypa He BBITOJHBI/A(PEKTUBHBI, U B HEKOTOPBIX
CllyyasiXx MOTYT IPUHECTH Bpe.

Tabauna 2.
YpoBeHb 10KA3aTeJIbHOCTH

YPOBGHB I[aHHBIe MOJTYy4YCHBI Ha OCHOBC MHOT'OIICHTPOBLIX
AJ0Ka3aTCJIbHOCTU A PAHAOMU3UPOBAHHBIX I/ICCJIC,Z[OBaHI/II\/JI NI ME€Ta-aHaJIu30B
YPOBGHB I[aHHBIe MOJIYYCHBI HA OCHOBC OMHOYHBIX PaAHAOMU3HUPOBAHHBIX
AJ0Ka3aTCJIbHOCTU B I/ICCHGILOBaHI/Iﬁ HIIn 60JII>I_HI/IX HC-PaHAOMU3SUPOBAHHBIX I/ICCJIG,HOBaHI/Iﬁ
YpoBeHb KoHceHcyc MHEHU 3KCTIEPTOB /MM HEOOIBIINX UCCIICTOBAHUH,
nokazaTesbHocTH C PETPOCIIEKTUBHBIX MCCIECIOBAHUN, PETUCTPOB

O0J1acTh IPUMEHEeHHUs
Hacrosmue pekoMeHIanuu paclpOCTPAHSIOTCS HA OCYLIECTBICHUE MEIULIMHCKONW IIOMOIIU
BCCM MAIUCHTAM B IICPHUOINICPATUOHHOM IICPUOJAC B YCIOBHUAX CTAllMOHApPA.

Henb pa3paGoTky 1 BHEAPEHUS:
VYiydnieHne KayecTBa OKa3aHUs MEJUIIMHCKOM MOMOIIM OOJBHBIM C NEpUONEPALMOHHBIMU
paccTpoiicTBaMM CUCTEMBI FEMOCTa3a B IEPUOINIEPALIUOHHOM IIEPUOJE.

3agaum pa3spadoTKu U BHEPEeHHS:
= (CoOBepIICHCTBOBAHUE METOJOB MEPHOINEPAMOHHOTO BeIEHUS OOJNBHBIX C paccTpOHCTBAMHU
CHUCTEMBI T€MOCTa3a.
= (OOecneueHne JOCTYITHOCTH OKa3aHUS MEIUIIMHCKOH TIIOMOIIM HACEeNeHHI0 B paMKax
IIporpaMMBbl rOCYy1apCTBEHHBIX MAPAHTUN OKa3aHUs TpakaaHaM.




I. IEPHONEPAIIMOHHBIF MOHUTOPHUHI CUCTEMBI TEMOCTA3A

1. BIMSAHUE XUPYPI'MUYECKOI'O BMEIIATEJIbCTBA HA CUCTEMY
I'EMOCTA3A

JIroboe MOBpeXACHNE SHAOTEIHSI KPOBEHOCHOTO COCyZa SIBISETCS CTHMYJIOM JJsl Hadaia
(dbopmupoBaHUs KPOBSIHOTO crycTka. Ha mMecTHOM ypoBHE (hOpPMUPYIOMIMKCS CTYCTOK HEOOXOIUM
JUIS BOCCTAHOBJIEHUSI HENPEPBIBHOCTU COCYAUCTOM CTEHKH, OrPAaHUYEHHS KPOBOIIOTEPU U
3QKUBIEHUS pPaHbl. [ NpenoTBpallleHUs] Ype3MEpPHOM aKTHUBALMM CUCTEMBl KOAryJJsiuud Hu
Pa3BUTHS MATOJOTMYECKOr0 TpomOo03a CYIIECTBYET HECKOJIBKO CIEP)KUBAIOMIUX MEXaHHU3MOB:
MHTAKHbBIC SHIOTEIMOUUTHI 001aJal0T AaHTUKOATYJITHTHBIMH CBOMCTBaMH, B KPOBU LIUPKYJIUPYIOT
MHTUOUTOPHI aKTUBUPOBAHHBIX (PAaKTOPOB CBEPTHIBAHUS, UMEIOTCS MECTHBIE (PHOPHHOIUTHYECKUE
(bepMeHTBHI.

OO0pa3oBaHue CTyCcTKa invivo HAYMHAETCS MOCIe KOHTAKTa KPOBU C KAKHM-THO0 UCTOYHHKOM
TkaHeBoro ¢akropa (Td), oObYHO 3TO CyO’HIOTENHMATIBHBIE KIETKH, OOHAXKAIOUIMeCs TNpU
MOBPEXKICHUM KPOBEHOCHOI'O cOCyla. BHYTpeHHHH, WM KOHTAKTHBIM, IyTh CBEPTHIBAHUS HE
UTrpaeT HHUKAKOW pPOJM HAa H3TUX CAaMbIX pPaHHUX OJTanax AaKTHBAaLMU CHUCTEMBI TIeMOCTa3a.
WunnuupoBanHoe T® cBepThiBaHME KpPOBU MPOUCXOAMUT B JBe (as3pl: mepBast ¢aza — dasa
unuyuayuu, Bropas — Qasza ycurenus. Pa3za WHUIMALMK HAYMHAETCS C TOTO MOMEHTA, Kak
obHaxxeHHbI Td cs3piBaeTcst ¢ VIla (akropom, HaxoIsMmUMCS B LUPKYJIHPYIOMEH KPOBU B
NUKOMOJIAPHBIX ~ KOHIeHTpamusax. OOpasyrommiics  kommiekc Td-VIla  katanusupyer
npeBpaleHre HeOoIbIIoro KonnyecTBa X pakTopa B Xa, a OH B CBOIO OYepe/lb IPOU3BOIUT CTOIb
e HeOOoJIbII0e KOJTMYECTBO TPOMOUHA.

TpomOun 3amyckaer ¢(asy ycuieHHs, B TEUCHHE KOTOPOH TeHepHpyercss OoblIoe
KOJIMYECTBO TPOMOMHA W €ro KOHLEHTpaIMs HapacTaeT JaBUHOOOpa3Ho. TpomOuH cam
CTUMYJIUPYET COOCTBEHHOE NMPOM3BOJCTBO 3a CYET AaKTUBALMM TPOMOOLUTOB U psina (hakTOpoB
ceepteiBanus (V, VIII) u co3naer ycnoBus ans popmuposanus komiuiekca VIlla—IXa, nocie yero
npou3BoAcTBO Xa (akropa mnepekirouaetcs ¢ TP-VIla-katanuzupyemMoro MexaHu3Ma Ha
BHYTPEHHHUH MyTh CBEPTHIBAHUS, YBEIMYHBAsL, TEM CaMbIM, CKOPOCTb 00pazoBaHus Xa (akropa B
50 pas.

B TeueHne nepBbIX HECKOJIBKUX YaCOB MOCJE MIPOBEIEHUS XUPYPIUUECKOTO BMEIIATEILCTBA
B KpOBM MNpHOIM3UTEIHHO B JBa pa3a BO3PACTAaeT KOJMYECTBO TKAHEBOI'O AaKTHBATOpa
mna3muHoreHa (TAIT), 3ateM B TeueHue 24 mocienyrolydx 4acoB €r0 YpPOBEHb BO3BpAILAETCA K
HopMme. HaumHas mpuOIU3UTENEHO CO BTOPOrO 4Yaca XHPYpPrHYECKOro BMEIIATENIbCTBA B KPOBU
HauMHaeT OBICTPO MOBBILIATHCS YPOBEHb HHTMOUTOpA aKkTHBaTopa riasMuHorena I tuna (MAII-I),
€ro KOHLEHTpalLusl yBeJIUUnBaeTcs B 4-5 pa3, a 3aTeM MOCTENIEHHO CHI)KAETCSl B TEUEHUE JTHS WU
OKOJIO TOTO, OJHAKO Ha 7 JEHb OTMEYAETCS €ro HOBBIM NMUK. Ha IpoTssKeHMHM 3TOro BPEMEHHU
BbIcOKUi ypoBeHb MAII-I yrueraer (puOpMHONUTHYECKYIO CHCTEMY — 3TOT HPOILECC Ha3bIBAIOT
«BBIKJTIOUEHHUE (PUOPUHOTN3AY.

B paznuuHbIX yCIOBUSAX U CUTYalMsIX BIUSHUE XUPYPrUYECKOr0 BMEIIATENBCTBA HA CUCTEMY
remMocTasza OyJer BapbupoBaTh. [Ipu npoBeneHUN OONBUIMX OPTONEINYECKUX BMEIIATEIbCTB MO
ANUAYPAIBHON aHECTE3UEN THIIEPKOAryJIsliis MEHEE BbIpaXKeHa, YeM P MIPOBEIEHUU UX XKE TOJ
obmieii aHecresueil. IlpuMeHeHHME TYPHHUKETOB TIpU apTPOIUIACTHKE KOJEHHOTO CyCTaBa
YMEHBIIAET  BBIPAKEHHOCTh  THUMEPKOATYJSIHMM,  OJHAKO  CHOCOOCTBYET  IOBBIIICHUIO
MHTCHCUBHOCTH CUCTeMHOro ¢ubpuHonusa. YMmepenHas runorepmus (35-36°C) He BiuseT Ha
reMocTas, 0JJHaKo OoJsiee BhIpaKEHHAs! U JJTUTEIbHAs] THIIOTEPMHUS, a TAKXKE allu03 3HAYUTEIHHO
yXyALIAIOT T€MOCTa3.

2. JOOINEPAIITMOHHOE NUCCJIEJOBAHHMUE CUCTEMBI TEMOCTA3A
CymecTByeT 1Ba NOAX0AA K JOONEPALMOHHOMY aHAJIN3y CUCTEeMBI remocTasza. OJIMH U3 HUX
3aKJII0YaeTcsl B 1a00paTOPHOM CKPHUHMHIE BCEX MAIMEHTOB, KOTOPBIM IUIAHUPYETCSl ONEPaTHBHOE
BMerIatenbeTBo. Pexomenayercs ompenensite AUTB, IITB (BbipaxkeHHOE B NMPOTPOMOWHE I10



Keuky wmu B MHO),xomuuectBo TpombouutoB, BCK. Ilo pmanHeIM MeTaaHanusa,

YyBCTBUTEIBHOCTh CKPUHHHIOBBIX T'€MOCTA3MOJIOTHYECKUX TECTOB B  IPOTHO3MPOBAHUU

MacCHBHOTO KpoBoTeueHus cpeau 4499 mamuentoB cocraBuia 18%, cnemmduunocts - 90%,

MIOJIOKUTENIbHBIA TPOrHO3 - 3%, OTpUUATENbHBIM NpOrHo3 - 98%; T.e. KOppemsiluu MEXITy

pe3yabTaTaMu MpeloNepalMOHHbIX CKPUHUHTOBBIX TECTOB M BO3HMKHOBEHHEM XHMPYPTUYECKOTO

KpoBOTeueHHst He Habmromanock. Cpeau 85 mamueHToB ¢ KpoBoTeueHUsMH y 70% pe3ynbTaTbl

71a00paTOPHBIX TECTOB OBUIM a0CONIIOTHO HOpMalbHBIMU. Cpenn 435 ManueHTOB C BHISBICHHBIMU

HapyIIEHUSIMA TeMOCTa3a KPOBOTEUCHUS HAOIIOJAUCH TONBKO y 15, 4TO mompa3yMeBaeT, 4yTo y

97% w3 TeX, y KOro JIOJIKHBI ObLITH OBITH KPOBOTEUECHHUS, HX HE OBLIO.

Iouemy cemocma3suonozuieckux mecmos HedoOCmamoyHo 01 NPOCHO3UPOBAHUS ONEPAYUOHHBIX

KpogomeyeHut?

- Jluarnos nmauueHTaMm, CTpaaaoumM remopuineil A unm B, BeICTaBIsieTCS 04€Hb paHO U Ha BCIO
K13Hb. COOTBETCTBEHHO, JI0ONEPAIMOHHOE CKPUHUHTOBOE HCCieloBaHne HEI(P(PEKTUBHO U HE
HY>KHO, TaK KaK IMarHo3 3apaHee U3BECTEH.

+  BONBIMIMHCTBO MOCIEONEepAlIHOHHBIX KPOBOTEUCHHH HE CBSI3aHBI C HApYIIEHUSIMH T'eéMOCTa3a, a
00yCIIOBJICHBI XUPYPTUYECKUMU WIn TEXHUYECKHUMHU NpUYMHAMH, KOTOpbIE
3G EKTUBHOYCTPAHAIOTCA XUPYPTUYECKMMU MeToAaMu. llpemonepanioHHBIA CKPUHUHT HE
MO3BOJISIET IPOTHO3UPOBATH OIIMOKH OIepaTopa.

- Tectpl, TpamumuoHHO wucnoibdyemble ans ckpunuara (IITB, AUTB wu komudecTBoO
TPOMOOILIUTOR), OBLITU pa3padOTaHBI ISl CTATUYECKOW OIEHKH COCTOSHUSI CHCTEMBI TeMOCTa3a.
B cuity 3TOro oHM He OTpaXKalOT MPOUCXOAIINX U3MEHEHUH B TAKUX JUHAMUYHBIX CUTYAIHSIX,
KaK TpaBMa WJIM ONEPATUBHOE BMEIIATEIHCTBO.

- Hawubonee TspKenble HapylIEHHs TeMOCTa3a — JHUCCEMHUHUPOBAHHOE BHYTPHCOCYIHCTOE
CBEpThIBaHUE, aKTHBalUUs (uOpUHOIM3a M TPOMOOLMTONEHUS — pa3BUBAIOTCS B XOJe
ONEpPAaTUBHOTO BMEIIATEIBCTBA M HE MOTYT IPOTHO3MPOBATHCS HAa OCHOBAaHUU TECTOB,
MIPOBEICHHBIX JI0 OTIEpalUu.

Bropoii, 6onee paroHaIbHBIA MOIX0]] 3aKI0YAETCS B TIOITAITHOM T'€MOCTa3HOJIOTHYECKOM

CKpPUHUHTE:

1) anamHe3s
2) (¢usukambHOE 0OCIEeI0BaHNE
3) BbIsIBIEHHUE OOJIBHBIX C BBICOKUM PHCKOM
4) nabopaTtopHOe 00CiIeI0BaHUE B TPYIINE BEICOKOTO pUCKA
Jloka3zaHo, YTO MPOTHOCTUYECKAsk LIEHHOCTh cOopa aHaMHe3a ¥ (PU3UKAIBHOTO 00CieI0BaHUs

B 12,5 BhIlIE, 4eM y JTI00BIX TAOOPATOPHBIX TECTOB.

Bonpocul 01 coopa eemocmazuonocuveckozco anamuesa (Koscielny J, Ziemer S, Radtke H,

2004):

1. CunbHblEe HOCOBBIE KDOBOTEUEHMSI?
2. CKIOHHOCTH K 00pa3oBaHuI0 0e3 SIBHBIX IPUYUH CHHIKOB (T€MaTOM) UM KPOBOIOJITEKOB
(B HEOOBIYHBIX MecTax)?

3. KpoBoteuenus u3 necexn 6€3 BUIUMBIX TPUUUH?

4. Yacrora nosiBICHUsI CUHAKOB WJIM KpOBOTE€UEHUM: 1-2 pa3a B HeJet0 WiK vaie?

5. HeOompmme kpoBoTeueHHs  (HampuMep, TOcie Mope3a OpHUTBOIl), OCTaHABIMBAIOTCA
CIIMILIKOM MEJJIEHHO?

6. CunbHbIE U JUIMTEIbHBIE KPOBOTEUEHMSI I1OCJIE PaHEE NEPEHECEHHBIX Olepanui?

7. CunbHBIE UM JUIUTENIbHBIE KPOBOTEUCHHS TIOCTIE yAalIeHus 3y0oB?

8. Tpancdysus npenapatos kposu? Koraa u no kakoit npuunne?

9. 3aboneBaHusl, CBS3aHHBIE C MTOBBIIIEHHOW KPOBOTOYMBOCTHIO, y WieHOB Bamiei cembu?

10. IlpueM aHaNbreTHMKOB MM MPOTUBOPEBMATUUECKUX IIPENapaToB?
11. Ilpuem apyrux npenaparos?
12. InutensHbie (Oonee 7 aHeW) MEeHCTpyauu?



Rapaport S. (1983) Bblaenun 4eTblpe ypoBHS BHUMaHHUS (B 3aBUCUMOCTM OT aHaMHeE3a
OOJILHOTO M TPeNIojJaraéMoi orepannn) K COCTOSHUIO TeMOCTa3a, KOTOPBIE OINpPEeIsiioT 00beM
€ro JOOIEepalMOHHOI0 UCCIICIOBAHNU.

Yposenv I: anavue3 oObIUHBIA, a 00BEM ONEPATHBHOIO BMEIIATEIHCTBA OTHOCHUTEIBHO
HEBEJIMK (HalpuMep, MHIM3UOHHAS OMOTICHS MOJIOYHOM *Kee3bl WK TepHUOoIUIacTuka). Hukakux
CKPUHHMHI'OBBIX TECTOB IIPOBOJUTDH HE CTOUT.

Yposenv II: anamue3 OOBIUHBINA, IUTAHUpPYETCS OOBEMHAsl OIEpalusi, HO CEPbE3HOrOo
KPOBOTEUEHHSI HE 0’KuaeTcsl. JI0KHBI OBITH OLIEHEHBI COIep)KaHUe B KPOBH TPOMOOILIMTOB, Ma30K
kpoBu U [ITB, 4TOOBI BBISIBUTH BO3MOXKHBIE TPOMOOLMTONEHUIO, HUPKYJISIUIO aHTUKOATYJISHTA
WJIM BHYTPUCOCYAUCTOE CBEPTHIBAHUE.

Yposenw III: anamue3 ykasbiBaeT Ha MMEBIIME MECTO HApYIICHUS TeMOCTa3a, a OOJBbHOM
OyZeT MoABEpPTHYT MPOLEaYpe, MPU KOTOPOH reMOCTa3 MOXKET HapyIIaThCs. ITOT YPOBEHb TaKXKe
IPUMEHUM K CHUTyalusiM, IpU KOTOPBIX MHHUMAJIBHOE IIOCIEONEPAlMOHHOE KPOBOTEUEHHUE
(KpOBOM3IHUSHHIE) MOXET MPHUHECTH OCOOBIA Bpel (HarmpuMep, BHyTpUUEpenHble oneparun). Jis
OLIEHKM (YHKIHMU TPOMOOLMTOB IOJDKHBI OBITH HCCIENIOBaHBI JJIUTEIBHOCTh KPOBOTCUEHHUS U
conepxkanue TpomOoruToB B KpoBu. I[ITB u AUTB momkHbI OBITH U3MEPEHBI IS OLICHKH
KOaryJisiliui, a CBEPTOK (uOpUHA JODKEeH OBITh HCCIeNOBaH Ha MpeIMeT aHOMAaJbHOTO
¢ubpunonusa.

Yposenw IV: ©GonpHOI cOOOLIMI O paHee MMEBLIMX MECTO PacCTPOMCTBAX reMocTas’a, UiH
€ro paccka3 O TMpeabIIyIuX COOBITHAX C BBICOKOH BEpOSTHOCTHIO YKa3blBa€T HA JTH
paccrpoiicTBa. JloMKHBI OBITH BBIIOJIHEHBI BCE TECThbI, 4TO M npH yposHe III, mumoc HeoOxoanma
KOHCYJIbTAIlUsl remMaroyiora. B CpoOYHBIX cilydasix Ui BBIABICHHS JUC(PUOPUHOTEHEMHUU WU
UPKYJSLAYA B KPOBH AQHTUKOATYJISIHTA JOJDKHBI OBITH MCCIIEAOBAHBI arperanus TPOMOOLUTOB U
TB. bBonpHbiM ¢  3a00JeBaHUSMHU  [CYCHH, MEXAHHYECKON  JKENTyXOH, IMOYEeUHOU
HEI0CTaTOYHOCTHIO WM 3JI0KQYeCTBEHHBIMH HOBOOOPA30BAaHHMSIMU IO OINEPALUN JOJKHBI OBITh
NPOBEACHBl HCCIENOBaHUs cojaepkaHus TpomOouutoB B kpou, AUTB, IITB. Ecmu
[IEPEYNCIICHHBIE TECTBI OTPULIATEIIbHBI, HE00X0IUMO IIPOJIOJIKATH IIPOBEJICHUE
CTELMAIN3UPOBAHHBIX TECTOB HAa BBISBICHUE NEPHUIMTA ONMPEACICHHBIX (PAKTOPOB CBEPTHIBAHUS
kpoBH, Bkirouas ¢akrops! VIIL, IX, XIII, u ¢pakrop ¢pon Bunedpanma.

be3onacHble reMocTaTUYECKUE YCIOBHS JUIsl BHIIIOJHEHUS! XUPYPIHUECKOTO BMEIIATEIbCTBA:

v tpoMGouuTh > 50000/MK1 (> 100000/MKI it GOJIBIIMX BMENIATEICTB);
v. MHO < 1,5;
v' AYTB <45 ¢ (otHotrenue k Hopmanbaomy AUTB < 1,5).

CyMmMupys Bce BBILIECKA3aHHOE, HA PUCYHKE | IPEACTaBIIEH ajJrOpUTM MPEAONEPALIMOHHOTO

CKPMHHMHIA TeMOCTa3a
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3. AHTPAONIEPAIIMOHHBIM MOHUTOPHUHI CUCTEMBI TEMOCTA3A

Kak yxe ObLIO cKa3aHO BBIIIE, JOONEPAIIMOHHBIC HCCIEAOBAHHS CHUCTEMBI T€éMOCTaza He
MOTYT TIpeAcKa3aTb HWHTPAOIEPALMOHHBIE TE€MOCTA3HMOJIOTUUYECKUE HApYUICHUs, a OOBIYHBIC
ouoxumuueckue tectel (AUTB, IITB) HeaddexkTHBHBI B MX NMPOrHO3UPOBAHUM. 1€ WIM HHbIE
HapyIIEHUs] TEeMOCTa3a COMPSIKEHBI C MPAKTUYECKH JIIOOBIM ONEpPaTUBHBIM BMENIATEIbCTBOM. WX
HANpaBICHHOCTh U BBIPAKEHHOCTh 3aBUCAT OT MHOTHX (DaKTOpOB: OT XapakTepa MaTOJIOTHH,
o0beMa ¥ TPaBMATUYHOCTH OIEPATUBHOTO BMEIIATENbCTBA, OT OpPraHOCIEeHU(UIECKUX
napaMeTpoB (pa3Hble OpraHbl M TKaHH OO0JIQAal0T PAa3IM4YHOM TPOMOOIUIACTHHOBOW U
(UOPHUHONUTUYECKON aKTUBHOCTBIO), OT WHAMBHIYaJbHBIX OCOOEHHOCTEH MalueHra, oT
UCTIOJIb3YEMBIX KOMIIOHEHTOB aHECTE3UOJIOTHIECKOro nocodus u T.1. Hanbonee nabunpHOE 3BeHO
CHCTEMBI TreMocTasa - ¢pubpuHonuTuieckoe. [Ipu 3ToM, BO3MOXKHO KaK yrHeTeHHe (huOpuHOIM3a
32 CUeT IMOBBIIICHUS AKTMBHOCTH HMHTHOWTOpa TKAaHEBOTO AaKTHUBATOpa IUIA3MUHOTEHA, TaK M
aKTUBanus (UOPUHOIM3A 32 CUET MOBBIIICHHUS aKTUBHOCTH TKAHEBOTO aKTUBATOpa IJIa3MHUHOT€HA.

OTcyTCTBHE T€MOCTAa3HOJIOTUYECKOI0 MOHUTOPHHTA CTaBUT IMOJI COMHEHHE 3((PeKTUBHOCTD
MCTIOJIb30BAHUS MPENApaToB, BIUSAIOUIMX HAa CUCTEMY reMocrasa. Tak, MCIOJIb30BaHHE BO BpeMs
ONepallid HMHTHOUTOPOB MpoTea3 y OONbHBIX C YrHETEHHBIM (UOPHHOIN30M CBSI3aHO C
YBEITMYEHUEM pHUCKA Pa3BUTUS TOYEYHOW HEJAOCTATOYHOCTH W/MIM HH(]apKTa MHOKapaa B
nocieonepaiioHHoM  mepuone. C  Apyroil  CTOpPOHBI, HECBOEBPEMEHHAss  KOPPEKLUS
THIIEPAKTUBALMU (UOPUHOIM3A CIIOCOOCTBYET PA3BUTHIO T'€MOPPAru4ecKUx OCIOXKHEHUH U
HapYyIIEHUIO TPAHCKAIMUIIPHOTO 0OMEHa, YTO KIIMHUYECKU MPOSBISETCS TUIIOBOJIEMUEH Ha GoHe
OTEKa MHTEPCTHULIHSL.

JlaGopaTopHOe UCCeIOBaHHE B CIIy4ae BHIPAKEHHOTO WHTPAOIIEPALIMOHHOTO KPOBOTCUCHUN
oO0bryHO BKIIOUaeT onpenenenue I[1TB, AUTB, TB, konuuecTBa TPOMOOIMTOB, YpPOBEHb
¢ubpunorena no Knaycy, onpenenenue ypoBHs D-qumepa (Wim Apyrux MpoAyKTOB JIETrpaialiiu
¢ubpuna).



AKTHBHO o0cyxnaeTcs 1eJ1ec000pa3HOCTh IPUMEHEHUs AHECTE3UO0JI0TaMuU
Tpombosnactorpaga (TOI'), KOTOpBI MO3BOJISIET PErHMCTPUPOBATH CBEPTHIBAHUE KPOBU U
U3MEHEHHUsl YNPYTOCTU CTyCTKa KpOBU BO BPEMEHHM (peTpakiuuro U jmsuc) (puc. 2). IIpuHnun
METOZa OCHOBAaH Ha M3MEpPEHHM (PU3MUECKUX BA3KOIIACTUUYECKUX CBOHCTB KPOBSHOTO CrYCTKA.
TOI' oneHWBaeT KoaryJsLUI0O HE TOJIbKO IO ONPEACIICHUI0O KHHETHKM Hayajla W KOHIAa
00pa3oBaHMs CTYCTKa, HO TaKXK€ IYTEM IMPOJODKUTEIBHOM 3alUCH COCTOSHUS CTaOMIBLHOCTH
CTyCTKa. YCTOHYMBOCTH KPOBSIHOTO CTYCTKa SIBJISIETCS BA)KHBIM (DYHKIIMOHAIBHBIM IapaMeTpoM
IUIsL OLIEHKU reMOcCTa3a invivo, Tak KaK CTyCTOK JIOJDKEH MPOTUBOCTOSTH KPOBSIHOMY JaBICHHUIO U
OIIEpPALMOHHOMY CTPECCY B CIIy4asiX COCYJUCTOIO MOBPEKACHUS. Y CTOMUNBOCTD CTyCTKA SIBIISIETCS
pE3yJIbTaTOM MHOXECTBA B3aMMO3aBUCUMBIX IIPOLIECCOB: AaKTHBALlMM CBEPTBHIBAHMS, I'€HEpPALUU
TpoMOMHa, 00pa3oBaHUs M MOJUMepHu3aluu (UOpWHA, AKTUBAIMU TPOMOOUUTOB U (PUOpHH-
TPOMOOIIUTAPHBIX B3aUMOACWUCTBUI, M MOXKET HapyIIaThCs NpPU aKTUBAUUM (UOPUHONN3A,
KOTOpas Takxke onpenensercs ¢ nomouipio TOI'.

R - Bpems OT MOMEHTa HOCTaHOBKU
mpoOsl 10 Hadana oOpa3oBaHUs
HepBHIX HUTEH GuOpuHa

/ K - Bpems or Hawama oOpa3oBaHHUs
/w s o nepBelx ~ HUTe  ¢QuOpuHa 10
; JIOCTHXKEHUSI CTYCTKOM aMIIuTyasl 20
/ a | |«—30 min— MM

& 4 R o (Angle) - yrom xacaTelnbHOH K
Ay g KPHBOI

MA sl MA - makcuMasibHas aMILIUTY1a

Ly30 - n1poueHT, Ha KOTOpBIii
YMEHBIIIAeTCsl BEIUYMHA (aMIUIUTY/A)
crycTka B TedeHue 30 MMHYT THoOcCHe
JocTmkeHuss MA

« ObpasosaHne s ___ O®ubpuHorms N
crycTka

!

LY30 —3

Pucynok 3. IlapameTpbl TpOM003/1aCTOrpaMMBbI

Kak 6put0 ckazano Beimie, TOI' mo3BossieT oueHUTH mpouecc GOpMUPOBAHHS KPOBSHOTO
CTyCTKa, €ro CTPYKTYPHBIE XapaKTEPUCTHKH W CTa0MIbHOCTh. PyTHHHBIE KJIOTTHHIOBBIC
nabopaTOpHbIe CKPUHUHIOBBIE TECTHI, KaK MPABUJIO, TPOBOIATCA B OeIHOM TPOMOOIMTaMU TiIa3Me
U C UX OMOUIbI0 MOXKHO OLIEHUTH TOJIBKO OTJEJIbHBIE COCTABIAIOLINE KOATYJISIIMOHHOTO KacKasa,
YTO 3aTpyJHSET OLEHKY Ipolecca TeMOKOAryJsluHu. bBONBIIMHCTBO  OOIIECTPUHSATHIX
KOaryJIsIMUOHHBIX TECTOB 3aBEpPLIACTCS Ha JTale MOSBICHUS NMEPBBIX (PUOPUHOBBIX HHUTEH, TOTIa
kak TOI' HauMHaeTcs MMEHHO ¢ ATON TOYKU M IPOAOJHKAETCS BIUIOTH A0 JIM3UCA WM PETPaKLUuu
cryctka. TOI saBnsercs Oojiee YYBCTBUTEJIBHBIM TECTOM aKTHBAlMK (HUOPUHONM3A, YeM
oIpeieieHue KOHIeHTpauuu Jl-mumepa M BpeMEHHM JHM3HCa 3YII00YJIMHOBBIX CIYCTKOB. Psin
aBTOpPOB cumuTaeT, uro TOI' ABIsAETCA NMPEUMYIIECTBEHHBIM METOJOM B JAMArHOCTUKE U TEpaluu
runeppuOpuHoOIU3a.

Taxum o6pazom, TOI' mo3BosET MOIydaTh HHPOPMAIIUIO O COCTOSIHUMA TPOMOOIIMTAPHOTO,
IUIa3MEHHOTO 3BEHBEB CHUCTEMBI remMocTasza W (GUOpPHHONIM3A, YTO HE BCErJa BO3MOXHO TIpHU
IIPUMEHEHUN PYTUHHBIX KJIOTTUHTOBBIX METOJI0B MCCIIEA0BAHNUS.

CocTosiHUSI TUIIO-, TUIEP- U HOPMOKOATYJISALIUMH, a TaKXKe aKTUBAUUU (PUOPHHOIIN3A JIETKO
MO>KHO OIIpENENUTh YyXe Mo Xapakrepy kpuBo TOI' (puc. 3). Tem He MeHee, UCHOIb3Ys
pacueTHbIE [T0KA3aTEIN, MOKHO KOJINYECTBEHHO OLIEHUTh CTENEHb OTKJIOHEHUS OT HOPMBI.



Hopma:R, K, MA, yron o — HopMaiibHble 3HaU€HUS

Hanu4vue cBOOOAHOTO renapuHa B KPOBH:
R, K- yanunensr, MA, yroi o — CHU>KEHbI

TpomOonuTonenusi/TpoméoUTONATHS, JTCYCHHE
anTHarperantamu:R—nopma, K—yanuneno, MA -
CHIDKEHA

I'unepdudpunoIN3, TeueHne TPOMOOTUTHKAMMU:
R — HOpMma, MA — noctosiHHOE cHuxkeHue, Ly30
>7.5%

I'unepkoaryasinusi ¢ yruerenuem (pudpuHoImn3a

JABC-cunapom:

Cragus 1 — runepkoarymsiusi CO BTOpUYHBIM
runepPpuOpUHOIUZOM

Cranus 2 — runoxkoaryisinus

(TMI

Pucynok 3. Xapaxkrep kpupoii TOI' npu pa3In4HbIX COCTOSIHUSIX CHCTEMBbI FreMocTa3a

WNurerpansubiii mapametp TOI - kadecTBO crycTka Mpeasarajoch UCIOIb30BaTh B KAUECTBE
KOHTPOJNS 3(P(PEKTUBHOCTH NPUMEHEHHS KOHLEHTPAaToB (HOpHHOTEHAa W MPOTPOMOWHOBOTO
KomIuiekca npu Tspkenoi TpaBme (Rahe-MeyerN., PichlmaierM., HaverichA. etal., 2009; Rahe-
MeyerN., SolomonC., WinterhalterM. etal., 2009; LeeS.N., LeeS.M., KimC.S., 2010); nns
KOHTPOJISI TPHUMEHEHUs] KOHIIeHTpaTta (GUOpHHOTEHAa B KapAWOXUPYPrHM (MHIUBHIYaTbHBIN
mox0op O3Bl Tpernapara, OCHOBaHHBIM Ha 1eneBoM 3HaueHnun MA TOI MoxkeT CHHU3UTH
KpoBomoTepto U morpedHocth B TpaHchy3uu mocie AKII) (Rahe-MeyerN., PichlmaierM.,
HaverichA. etal., 2009; Rahe-MeyerN., SolomonC., WinterhalterM. etal., 2009); mis oreHku
¢ubpuHONM3a MpH TpaHCIUIAHTAUM TIEYEHU U ONpEeJeNeHHs MOKa3aHUH K TpaHEKCaMOBOM
KUCIOTe (Takas METOJMKAa IMO3BOJSET CHU3UTh ucnoib3oBanue C3II wu  wyactory
TpoMOo3aMOonmueckux ocnoxaenuid) (Trzebickil., FlakiewichE., KosieradzkiM. etal., 2010); nns
peleHust BOIpoca O BO3MOXKHOCTH BBITIOJIHEHUS SMUAYPATbHONM aHECTE3UH I0CIe MacCCHUBHOMN
tparcdys3un (WalkerC., IngramM., EdwardsD., WoodP., 2011); ans BbIABIEHUS MallUEHTOB C
puckoM TpoMOosMbonmueckux ocnoxkHeHui (TripodiA., CappelliniM.D., ChantarangkulV. etal.,
2009).

JlaHHBIE OTEUECTBEHHBIX CHEIMAIMCTOB JEMOHCTPUPYIO CYIIECTBEHHOE CHMKCHHE
TpaHC(y3MOHHOW HArpy3Kd M YMEHBIICHHE YacTOTHI IOCICONEPALUOHHBIX OCIOKHEHUNA NpHU
ucnoas3oBanuu TOI' B nepuonepannonnom nepuoae (JI.A. Ucpasnsn u np., 2009; A.YO.bynanos,



2013).Cornacao pexkomennmanusim ESA (2013) pexkomenayercs NMpUMEHEHHE TpaHC(HY3UOHHBIX
QITOPUTMOB, OCHOBaHHBIX HA MOHMTOPMHIE Koaryiasmuu ¢ mnomouipto TOI s
remocrazuosiornueckoil koppekuuu (1C). IIpocnekTuBHBIE HCCIEA0BaHUS MPOAEMOHCTPUPOBAIN
MIPEBOCXOJICTBO MO BpPeMEHU M KayecTBYy TOI'- MOHHUTOpHMHIA MO CPaBHEHHUIO C ONpPEACICHUEM
I[ITB u AYTB. beuio pokazano, 4to TpaHC(y3MOHHBIH anropuT™, BKiIrodatoumii TOI-
MOHHUTOPHUHT KOATyJSIMU S(PPEKTUBHO CHIXKAET KPOBONOTEPIO U TMEPEIMBAHUE aJUIOTE€HBIX
IpernapaToB  KpPOBM, MOBBIIIAET  O€30HAaCHOCTb M HKOHOMHUYECKYI0  3((EeKTUBHOCTH
remMocTaTuueckoil repanuu B kapauoxupypruu (AkK., IsbirC.S., TetikS. etal., 2009; GirdauskasE.,
Kempfert]., KuntzeT. etal., 2010; DespotisG., EbyC., LublinD.M., 2008; DoranC.M., WoolleyT.,
MidwinterM.J., 2010).

CymiecTByeT emie OJWH METOJ, MOHHUTOPHHIA CHCTEMbl FeMOCTa3a Ha OCHOBAHUHU OLICHKU
BSI3KOYTIPYTUX CBOMCTB crycTka - Sonoclot (Sienco, Inc., WheatRidge, CO). B otiuuune ot TOI' B
npubope Sonoclot ObICTpO BHOPHUPYIONIMI AaTUMK HOTrpyskaeTcs B oOpaszen kpoBu odovemom 0,4
mi1. B xome ¢dopMupoBaHMM CTycTKa CONpPOTHBICHHE MABIDKCHHIO JaTylKa BO3pAacTaeT |
TeHEepUPYET IeKTpudeckuii curnain. Meroa Sonoclot mo3Bonsier onpenenste ABC u orieHUBaTh
TaKye KauecTBa 00pa3yIoIerocs CrycTka, Kak MiIoTHOCTh U (PUOPUHOIH3.

B Hactosiee Bpemsl TOSBISIIOTCS JIOCTYIHBIE METOJbI IMPHUKPOBATHOTO MOHHUTOPHHTIA
(YHKIMOHATBLHONH aKTMBHOCTH TpOMOOLMTOB. BakHOoe MeCTO Cpeu HUX 3aHUMAaeT TEeXHOJIOTHS
PFA (PlateletFunctionAnalyzer; Dadelnternationallnc, Miami, FL), mis BeImomHEeHHS KOTOpOH
cylecTByeT 1Ba mnokosieHus aHanuzatopoB PFA-100 m PFA-200). Ero yHukampHOCTH cpeau
Apyrux JabopaTOpHBIX M TMPUKPOBATHBIX METOMOB AMArHOCTHKH (YHKIHMH TPOMOOIIMTOB
3aKJII0YaeTcsi B TOM, YTO OH EIUWHCTBEHHBIH BOCHPOHM3BOIUT  YCIIOBHS, XapaKTEpHbIC IS
MOBPEXJICHUSI MHUKPOCOCYAUCTOIO KPOBEHOCHOTo pycna B mpucyrctBuu jubo AAD, nubdo
aJipeHaJIHa — CHWJIBHBIX aKTUBAaTOPOB TPOMOOIMTOB. MeTonuKka JoKas3ajia CBOIO (PPEKTHBHOCTD
OpyU JAMAarHOCTHKE Oose3Hn BuieOpanna u OUCQYHKIUMM TpOMOOIMTOB Ha (OHE Npuema
acTypHHa.

I1. TU®PEPEHIIUAJIBHASI JMATHOCTUKA NEPUOIIEPAIIMOHHBIX
HAPYIUIEHUM TEMOCTA3A

[IpakTuyeckn Bce OTYETHI 00 HMHTpPa- U PaHHUX TIOCIEONEPAIMOHHBIX KpPOBOTEUEHUSX
YKa3bIBalOT Ha TO, 4To OT 75 1o 90% Takux KpOBOTEUEHHMH SIBIAIOTCA IO CBOEH NPUPOJIE
AHATOMMYECKUMH (XUPYPrHUECKUMH), TO €CTh SBISIOTCS CIEICTBHEM CTPYKTYpPHBIX HE(EeKTOB.
OueHp BaXHO B BOINpPOCAX JAMATHOCTHKHM MPHPOIBI KPOBOTEUEHHH pabOTaTh COBMECTHO C
XUpypramy, Tak KakK IPUYMHA KPOBOTEUEHHUS MOXET KPBITbCS KAaK B HApPYLIEHUSX CHCTEMBI
reMocTa3a, Tak ¥ ObITh UCKIIIOUUTENIBHO XUPYPTUUECKOM.

Jlj1g 10KaIbHOTO KPOBOTEUEHUS (HE CBSI3aHHOTO € KOAryJIoNaTHEN) XapaKTepHO:

O KpOBOTEUYEHHE U3 OJHOI'O UCTOUYHUKA;
O BHE3aIHOE MOSBJICHNE MACCUBHOTO MJIM OBICTPOTO KPOBOTECUCHHUS;
O MOCTYIUIEHHE CBEXEN KPOBU WM IyJIbCUPYIOIEE KPOBOTEUEHHUE U3 YCTAHOBIEHHOIO
HCTOYHUKA;
o o00pa3oBaHHE CI'YCTKOB B U3JIMBILEHCS KPOBH.
Jl1g reHepanu30BaHHOIO (KOaryJIonaTHuecKoro) KpOBOTEUEHHUS XapaKTEPHO:
O OJHOBPEMEHHOE KPOBOTEUEHUE U3 PA3IMUHBIX MECT;
O MEJUIEHHOE ITOCTOSIHHOE MPOCAYNBAaHNE KPOBH U3 HEYCTAHOBJIEHHBIX HCTOYHUKOB;
O OTCPOYEHHOE KPOBOTEUEHHE MOCIIE NIEPHOJa aIEKBATHOIO T€MOCTAa3a.
O OTCYTCTBHUE CTYCTKOB B M3JIMBILENCS KPOBH.

Pexkomenyercsi, Kak MOJKHO paHbIle 3a0paTh 00pa3en; KpPOBH JJIsl MPOBEIEHUS JOCTYITHBIX
PYTHHHBIX T'€MOCTAa3HOJIOIMYECKHX HcclenoBanuii. OOpaser; KpoBH cienyeT 3a0upaTh U3
nepugepuyeckod BeHbl. B03MOXXKHO, aHECTE3HOJOTY, B PACHOPSIKEHHH KOTOPOTO HMMEETCs
MHO’KECTBO Pa3JINYHBIX YCTPOWCTB BEHO3HOT'O AOCTYIA, 3TO TPYJHO MOHAThH, HO CIMIIKOM 4acTo
00pa3upl KPOBU M3 IEHTPAJIBHOIO BEHO3HOI'O JIOCTYNAa MMEIOT NPHMECh I'elaphHa, JTOHOPCKOM



KpOBH, IJIa3Mbl U T.N. [103TOMy Henb3sl JOMyCTUTh, YTOOBI C CaMOro Hayajga ObUIM Kakue-ITuoo
COMHEHHMs B KauyecTBe oOpaslia, Ha OCHOBAHHMU KOTOPOro OYIyT BIOCTEICTBUH NPHHUMATHCS
KITIOYEBHIC PEILICHHUS.

Ilpasuna 3a60pa kposu Ha ucciedosanue cucmemnvl cemocmasa (Bopoowvesa H.A., 2006).

— 3abop oOpa3ma KpOBH JKENATENbHO TPOU3BOJAUTH W3 MEpPU(PEPUUECKON  BEHBIIPH
HEBO3MOXHOCTH — U3 TIIATEIBHO MIPOMBITOTO IIEHTPAILHOTO BEHO3HOTO KaTeTepa.

— Hcnons3yemslii aHTUKOAryissHT — 3,2% nuTpat HaTpus B cooTHowmeHuu 1:10.

- IpennoururenbHee BaKyyMHBIH MeTOJI 3200pa C MCIIOIB30BaHUEM BaKyTelHHepa.

— KpoBb nomkHa mocTynats B IpoOUPKY CaMOTEKOM.

— 3a0op KpOBH OCYIIECTBIISETCS TOJBKO B IUIACTUKOBBIE MPOOUPKH — CTEKIJISTHHBIE MPOOMPKH
HE/IOIYCTHMBI.

— IIpu Heo6X0AMMOCTH KOMITPECCHS )KIYTOM BBINOJIHsIETCS He Ooiee 60 cek.

— OO0s3arenpHO THIATENHEHOE, HO OEPEKHOE MePEeMEIINBAHNE KPOBH B MIPOOUPKE.

— JlaGopaTopHOE T'€éMOCTa3UOJIOTHIECKOE HCCIEIOBaHUE JTOKHO OBITh MPOBEAECHO HE MO3XkKE 2
4acoB 1ociie 3a00pa KPOBH, JKEJIATEIBHO Ccpasy.

He Bce maccuBHBIE KPOBOTEUCHHS SBIISIOTCS CIIEACTBUEM HAPYLICHUH CHUCTEMBI FeMOCTa3a.
KpoBoTeueHust U3 KpymHbIX COCYZ0B, 0COOEHHO apTepuil, Kak MpaBUIIOo, TPEOYIOT XUPYPTUUECKUX
Mep /Il OCTAHOBKM U OYEHb PEIKO CBS3aHBI C HAPYIICHUSMH remMocTasa. TpaHcdysus O0sbIIoro
KoJln4yecTBa (PaKTOPOB CBEPTHIBAHUS, IUIA3Mbl W TPOMOOIMTOB HE YCTPAHUT CTPYKTYPHOTO
nedexra TKkaHed, HO MOXKET MPUBECTH K Pa3BUTHIO AUIIOIMOHHON KOAryJIomaTuH, KOTOpasi MOKET
CUMYJUpPOBaTh WIH AeicTBUTEnbHO mnposouuposats JIBC. Ho B To ke Bpems, BCE MONBITKU
OCTaHOBUThH KOAryJoNmaTHYecKoe KPOBOTEUCHHE XHPYPrHUYeCKHUMH METOJaMH oOpedeHbl Ha
MIPOBAJL

OCHOBHBIMU IPUUMHAMH PAHHUX [TOCJIEONEPALMOHHBIX KpoBOoTeueHMH (0-2 1€HB) ABISAIOTCS:

*  CTpYyKTypHble/TexHuuyeckue aedextsl (75-90%)

*  TpoMOOLUTONIEHUS

* KayecTBEHHbIE 1e()eKThl TPOMOOIIUTOB

* JIerKue/yMepeHHBIE HacleICTBEHHbBIE HapyIICHUs TeéMOCTa3a.

OCHOBHBIMU TIPUYMHAMH OTCPOYEHHBIX IOCJIEONEPAMOHHBIX KpPOBOTE€UEHHH (2-7 J1eHb)

SBIISIIOTCSL:
*  TpoMOOLUTONIEHUS
* npuem acniupuna/HIIBC
* nedunut BuTamuHa K
*  CHHJPOM IOJMOPTaHHOM HETOCTATOYHOCTH.

Knaccudukanuss nepuonepanmoHHBIX HAapyIICHUA TeMOCTa3a BBITJISAUT CIEAYIOIIMM
obOpa3om.

Hacneocmeennvlie napyuienus cemocmasa:

Iemodumus A

I'emodunus B

Bonesns ¢pon Bunnebpanna
A¢pubpuHOreHEMUS

Hedunut V, X paxkropoB u mpotpomMOnHa
Hedunut VII dpakropa

Hedunut XI paxtopa

Hedunut XIII pakTopa
TpomboruTonenun

TpomOGouuTonaTHH.

IIpuobpemennvie Hapyuienus cemocmasa:
V' TlepuonepannoHHbIi (JOH AHTHKOATYJISIHTOB/aHTHATPETAHTOB
v Tepuuut Buramuna K
v IBC-cunnpom
v TeMOMITIONMOHHAS KOATYJIOTIATHSI
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V' TleueHOYHAs KOATYJIOTATHSI
v Vpemuueckas KoaryaonaTus
v' TpoMOOLUTONEHHI
v' TpoMOOLUTONATHH.
JuddepenumanbHas AUArHOCTHKA HACIEACTBEHHBIX M TNPHOOPETEHHBIX HapyIICHUN
reMocTasa 3aKJIFuaeTcs, MPEXKIe BCEro, B TIIATEIBHOM cOope anamHe3a (Tabnuma 3).

Tabnuna 3.
Jluddepennmanbaas AMarHOCTHKA HACIEACTBEHHBIX U NPUOOPETEHHBIX HAPYIIEHUH reMocTas3a
IIpuobpemennvie Hapyuienus Hacneocmeennvie 3a601e6anus
e OrcyTcTBHE CEMEHUHOr0 aHamHe3al*  bBosbiie ogHOT0 0OJBHOTO B OJJHOM ceMbe
3a0oseBaHus * Ilepenaua 3a0oseBaHMs OT POJAUTENCH ACTAM
e Hanuuue comyTcTByIOIIEH NATOIOTUN *  Cxoxue CUMIITOMBI U KJIMHUYECKHE

e Paznuunas AIUTENBHOCTD TEUEHUS IPOSIBICHUS

* BapuaGenbHocTh CUMIITOMOB ¥ TeueHUs1 |* IlepenuBaHue KpOBH B aHAMHE3€

* Manudectupyer B cpeiHeM Bo3pacte widl*  MaHudecTupyeT B paHHEM BO3pacTe
IIO3XKE

Ha pucynkax 4 wu 5 npeacraBieH airoput™m JudQepeHInaIbHOl  TUarHOCTUKU
nproOpeTeHHBIX HAapyIIEHUH reMocTasa.

B amropurMe  HcCmonb30BaHBl  JIAOOpPATOpHBIE  TECTHI,  IO3BOJIIOLIME  MPOBECTU
muddepeHIMaNbHYI0  JUArHOCTUKY HapymieHuid remoctaza: AUTB, IITB, komuuyectBo
TPOMOOIIUTOB, arperanvoHHas aKTUBHOCTh TPOMOOLIMTOB, MapKephl aKTUBAIMM CHUCTEMBbI
remocraza (POMK, ITA®D, D-numepst). lns omnpeneneHus BapuaHTa TEYEHMsI KOAarysolaTUU
(IpUMEHUTENBHO K KOAryJIONaTHsM, XapaKTepU3YIOIIMMCS MOPaKEHUEM BCEX 3BEHBEB CHCTEMBI
remoctaza — JIBC-cunapoMy M MeYeHOYHOW KOaryJonaTHU) U CTENEHU KOMIIEHCAIIMH CHCTEMBbI
reMOCTa3a UCTIOIb30BAIKCH JaHHBIE AJIEKTPOKoaryaorpaduu.

Ecnu y manmenTa npu aHanu3e CKPUHUHIOBBIX JIAOOPATOPHBIX TECTOB BBISBISETCS TOJIBKO
CHIDKEHHE YPOBHS TPOMOOLIMTOB, TO MOXHO T'OBOPUTH 00 H30JIMPOBAHHOM TPOMOOIMTOIEHUH,
€CIIM TOJBKO CHIKCHHE arperaldoHHON aKTUBHOCTH TPOMOOLUTOB — 00 H30JUPOBAHHOM
TPOMOLIMTOIIATUN.

[Ipu npoBeneHny 1upAMATHOCTUKH HAPYIICHUNA reMOCTa3a HEBO3MOXKHO MHTEPIPETHPOBATD
nabopaTopHble JaHHBIE 0€3 MX CONOCTaBJICHUS C KIMHUKOW. M3ommpoBanHoe yminHenue [1TB
(MHO) MoxeT ObITh CIEACTBHEM IIpUEMa HEMPSIMbIX AHTUKOAryJsSHTOB WM OOYCIIOBJICHO
nepuuutom ButamuHa K. M3ommupoBanHoe moBeimenne AUTB HaOmionaeTcs mpu HazHAYeHUU
NAIMEeHTy TEPaneBTHUECKUX ITO3MPOBOK TeNMapuHOB. B mpoTHBHOM ciyuae, eciu OOJNBHOW He
NoJyyaeT TemapuHbl, TO, B TEPBYI0 OdYepelb, HEOOXOAMMO HCKIIOYUTh  OIIMOKHU
npeJaHaauThYeckoro stana (aedekr 3adopa, AIUTEIbHOE XpaHEHHE o0pa3la KpOBH H T.1.), JJIS
aTOro BhlNoJIHAETCS NoBTOpHOE onpeneneHne AUTB. Ilpu ynnunenun AYTB npu nmoBropHOM
aHaJM3e HeoOXOIUMO TyMaTh O HACJIEACTBEHHOM JIE(QUIMTE OTIENbHBIX (PaKTOPOB BHYTPEHHETO
nyTd cBepThiBaHus (remopmimu A u B w T.1.), U1 HCKIIOYEHUS KOTOPOTO BBITOIHAETCS
no(aKTOPHBIN aHATTU3 KOATYJISIIMOHHON CUCTEMBI.



Hanuuue y nanuenra:
1. | TpombGonuTOB | arperanuu
2. 1/| arperamuu TpoMOOIMTOB => TPOMOOIIUTOB
3. 1 IITB, MHO
4.1

AUYTB %

| Konm4ecTBa

TPOMOOIIUTOB <=

v

N3onupoBanHas N3onupoBanHas
TPOMOOIMTOTICHUS ¢ ¢ TpOMOOITONATHS
1 IITB, MHO T AUYTB
@DOoH HenpsAMBIX Heduuut @DOoH IpsSIMBIX — Jedexr 3ab0pa
AHTHKOAryJIIHTOB ButamuHa K AHTUKOAryJIsIHTOB — Hacnencrsen. nepuuur
OTAENbH. (aKT. BHYTPEH-
HETO MyTH CBEPTHIBAHUS

Puc. 4. luddepenunanbras 1uarnocTuka npuoOpeTeHHBIX HAapyIIeHUH reMocTasa (4acthb 1 —
HAJIMYHE OJTHOTO JJA00PaTOPHOTO Je(eKTa)

1. 1 IITB w/wn |

TPOMOOIIUTOB BC
2. Accorupyemoe ¢ => ABC-cunnpom
JABC-cunapomom (octpast popma)
3aboseBaHue
L. T IITB n/umn | [Teuenounas
VY manuenra => TPOMOOLITOD => KoaryJionaTus
2. bone3nu neveHu
COYeTaHHe
HECKOJIbKUX
HapyIICHUH: 1. | yrcna TpoMOOITUTOB
1.1/ AYTB w/unu | arperatun Ypemuueckas
2.} IITB => TPOMGOIHTOR => KOAaryyonaTHs
3. | TpombouuTOB 2. Hannuue noueuHoi
4. 1 POMK, 111D, HEJ0CTATOYHOCTH
D-numepos
5. 1/| arperammu I'emonumonnoHHas
P I et
2. Hanuume wmaccuBHOM
KpOBOIIOTEpHU u/unu
00bEeMHON HHY3UU

Puc. 5. luddepenunanbras 1uarnocTuka npuoOpeTeHHBIX HApyIIEHUH reMocTasa (4acTh 2 —
HaAJINYHME HECKOIBKHUX JIAOOPATOPHBIX IEPEKTOB)
Ecnu npu aHanmu3e CKpUHUHTOBBIX T€éMOCTa3MOJIOTHUECKUX JTaHHBIX BBISBIIACTCS J1Ba U Oosee
HapyIleHUs, TO B TEpBYIO ouepens HeoOxoaumo uckimouuth JIBC-cunapom. OO6s3aTenbHOE
ycnoBue auarHoctuku JIBC-cuHOpoma — MOBBIIMIEHHE YPOBHS MapKEpOB AKTHBALUU CHUCTEMBI



remoctaza — POMK, IIA® u D-numepoB. Kpome TOro, DOMKHBI MPUCYTCTBOBAThH JIpyrue
Haubonee nocroBepHbie kpuTepun Hanmnuus J(BC-cunapoma — moseimenue yposHs [ITB w/umm
CHIDKEHHE KOJIM4ecTBa TpoMOouuToB. HeoOXoaumMo OTMETHTh, YTO JaHHBIE JIAOOPATOPHBIX
M3MEHEHUH reMocTas3a XapakTepHbl B IEPBYIO OUEpEb ISl OCTPOro, T.€. siBHOro JIBC-cunapoma;
npu  XpoHudeckoMm (T.e. mabopatopHoMm) JIBC-cuHapome U3MEHEHHMS  CKPUHUHTOBBIX
TeMOCTa3HOJIOTHYECKUX TECTOB MOKET HE HAOIIOIaThCS.

[Ipu nquarHoctupoBanun JIBC-cuHapoMa manueHTy A0JKHO OBITh MIPOBEACHO PACIIMPEHHOE
reéMOCTa3UOJIOTMUECKOE HCCIIEN0BAHUE, IO3BOJISIIONIEE YTOYHWUTH CTAJMI0O UM BapUaHT TEUEHUS
naHHOM Koarynonatu. OOs3aTeNbHBIM KOMIIOHEHTOM TaKOTO HCCIEAOBAaHHS JODKEH OBITh
MHCTPYMEHTAJIbHBI METOJ JUAarHOCTHUKU (TpoMOosnacTorpadusi), MO3BOJSMIOMIUN OINPEIEIUTh
BapuaHT TedeHust JIBC-cunapoma u cTerneHp KOMIEHCAllMM CUCTEMBI TEMOCTa3a.

IIpu  Beimenenunm  craauit  JIBC-cunapomMa ~ HEOOXOOMMO  pYKOBOJACTBOBATHCS
pexoMeHaauussMu  MexayHaponHoro oOmecTBa 1o Tpombozam U remoctazy  (2009),
OIpeNeNMBIINX KIWHUYeCKyto (siBHBIA JIBC-cunapom) u naboparopuyio cramuto (mpe-IBC-
cunapom — /IBC kpoBu) nanHoi koarysnonatuu. /i KIMHUYECKOW CTaJuM XapaKTEPHO HAINYHE
TCHEPAJTM30BAHHOTO WM  JIOKAIBHOTO  TpomMOoreMopparmueckoro  cuHiapoma. s
(GuOpHUHONMUTHYECKOTO BapuaHTa JaboparopHoii ctaauu JIBC-cunapoMa XxapakTepHO MO JaHHBIM
TOI' popmupoBaHHEe MATOIOTUYECKH PBHIXJIOTO CTYCTKA U Mpeodiajanue akTUBaMu (GuOpuHOIHI3a
HaJ  aKTUBAallMeM  Koaryjasilu{, YTO  COOTBETCTBYET  IEMOpPPArdu4ecKOMy  BapHaHTy
CyOKOMITEHCUPOBAHHOM TUC(YHKIIMH CUCTEMbI reMocTasa. [Ipu 3ToM, KIMHUYECKUX MPOSIBICHUI
MOJKET He ObITh MJIM MMEET MECTO JIOKAJbHBII reMopparuueckuii CHHIpOM. i1 KoaryssiMoHHOTO
BapuanTa jabopatopHoit craguu JIBC-cunapoma xapakTepHo 1o aanHeiM TOI' ¢opmupoBanue
IUIOTHOTO, JJTUTEIbHOE BPeMsl CYIIECTBYIOIIErO CIyCTKa U MpeodiaiaHie aKTHBAIUK KOATryJIsaLIuu
HaJ  akTuBanued  (UOpPMHONM3A, UYTO  COOTBETCTBYET  TPOMOOTHYECKOMY  BAapHaHTY
CyOKOMITEHCUPOBAHHOM TUC(YHKIIUH CUCTEMbI reMocTasa. [Ipu 3ToM, KITMHUYECKUX MPOSIBICHUI
MOJKET He OBbITh WJIK UMEET MECTO JIOKAJbHBIN TPOMOOTHUECKUN CUHIPOM.

Y  mnaumenta, y kortoporo JIBC-cuHApOM HCKJIIOYEH, HEOOXOJMMO TPOBOIMTH
muddepeHIMaNbHYI0 AUMATHOCTHKY MEXIy IE€YCHOUYHOM, YPEMHUYECKOW W T'eMOAMIIOIMOHHON
KoarynonatusimMu. HeoOxoauMo He 3a0bIBaTh, YTO y OJHOTO OOJBHOIO BO3MOXKHO COYETAHUE
HECKOJIBKMX Koaryionatuil. IlocTaHOBKa IpaBUIIBHOIO JUAarHo3a BO3MOXKHA IIPU COBMECTHOU
MHTEpHIpEeTaINU JJA0OPATOPHBIX U KIMHUYECKHX JaHHBIX. [loBbimenue ypoBHs [ITB u cHmxenue
YpOBHSI TPOMOOIIMTOB (BO3MOXHO Takke moBblieHre ypoBHs AUTB) Ha ¢doHe mnedeHOUHOMH
IUCYHKIIMHM CBUICTEIBCTBYET O HAJMUYUU MEYCHOYHOM KOAryJionaTuu; CHIKEHHE KOJIUYEeCTBA U
arperaloHHON aKTUBHOCTH TPOMOOLMTOB (BO3MOKHO Takxe noBbimeHne ypoBHs AUTB u I1TB)
Ha (OHE MOYEYHOH HEJTOCTATOYHOCTH — OO0 YPEeMHUYECKOW KOAaryJoNaTHH; MOBBIIICHHE YPOBHS
AYTB u cHKeHHE YpOBHS TpPOMOOLMTOB (BO3MOXHO Takxke MoBbiieHne ypoBHa [ITB u
CHIDKeHHE (GuOpuHOTreHa) y OOJIBHBIX, TEPEHECIINX MAaCCHBHYIO KPOBOIOTEPIO U OOBEMHYIO
MH(Y3HMOHHO-TPACPY3MOHHYIO TEPAIHIO — O TEMOMIIOLMOHHON KOaryJIomnaTHH.

B cnepyromem pasgene peKOMEHJAUMl NPEACTABIEHbl MPUHLUIBI JUATHOCTUKU U
MHTCHCUBHOW TEpanuu OCHOBHBIX NMPUOOPETEHHBIX HAPYLICHUH CHCTEMBbI reMoctasza. Benenue B
NEPUONIEPALIMOHHOM IE€PUOJIE TMALUEHTOB, MOJIYYAlOUIMX AHTUKOArYJSHTBl M AaHTHArpEraHTBhl,
ObUIO TPEACTAaBICHO paHee, B YyxXe NpuHATHIX @DOAP mnpakTHYeckMxX peKOMEHIAIUIX
«[lepuonepaliioHHOE BEACHUE MALMEHTOB, IOJYYAIOUINX AJTUTEIBHYI0 AaHTHUTPOMOOTHUYECKYIO
TEpaIUIo».



III. IPUOBPETEHHBIE HAPYIIEHUA CUCTEMbBI 'TEMOCTA3A

1. TEMOJWJIIOIIMOHHAS KOATYJIOIIATHS (MACCUBHBIN
TPAHC®Y3UOHHBIA CUHIPOM)

[laTorenes pa3BUTUS TEMOAWIIOIMOHHON KOAryJomaTHH 3aBUCHT OT (U3UOJIOTHUYECKON
peakuuu opraHu3Ma Ha IOTEpPI0 KpoBU (IiepepaclperesieHue XHUAKOCTH W3 HMHTEPCTHLHS B
KPOBEHOCHOE pYCIJIO), XapakKTepa MEpBUYHON TpaBMbI, XapakTepa MNPOBOAMMON HH(Y3HOHHO-
TpaHc(y3UOHHOU Tepanuy, OT HAJIMYUS Y TallMeHTa TUIIOTEpPMHUH U anuao3a (puc. 6).

HecmoTps Ha Hamuuume HEKOTOPHIX HMHIUBUIYaTbHBIX OCOOEHHOCTEH, IMITIOLMOHHAS
KOaryJjomnaTusi Kak IpaBwiIo pa3BuBaercs npu nepenuBanuu ogHoro OLK (10-12 exunun kposu
IUId cpefHero nanueHTta). KimHudeckue NposBICHUS AWIIOLMOHHOW KOAryJIOMaTHH BKJIKOYAOT
pacnpoCTpaHEHHBI TeMOPpPAaruuecKuii 1uare3 U MOATEKaHUE KPOBU U3 XUPYPrU4YECKUX pa3pe3oB,
CIIM3UCTBIX 000JI0UEK, MECT IMyHKIUI1 BEH U TPaBM.

MaccuBHast KPOBONOTEPSt Koppexuust runorexsun
- 50% ¢ubpuHOreHa JlonoaHHUTENbHAS KPOBOTIOTEPS
- 1/3 TpomOboruToB
IloTpe6aenue pakTopoB U TPOMOOLUTOB
. Tynbie u GaIMCTHYECKHE TPAaBMBI
Pu3noI0rHYeCKas THITIOLHSA
Tepepacrpesichne . OneKTpPOTPaBMBbI
BHECOCY/IUCTOH KUIKOCTH * UMT
HNupy3nonHo-Tpanchy3HoOHHAA Tepanus I'nnorepmus
JIWITronHst OCTaBIIUXCS TPOMOOITUTOB *  JlorocnuTaJibHBIN 3Tan
# (paKTOPOB CBEPTHIBAHHS *  HMH(y3us X0IOIHBIX PaCTBOPOB
* Ilepcnupanus (B onepanioHHOI)
AxTuBanusi pudpuHoOIM3A *  KouBeknus (B onepariiOHHON)
CrencTBue CHUKEHUS] aKTUBHOCTH
TpoMOUHa Anunos
. CHMxeHre aKTUBHOCTH BUuTaMuH K-
3aBUCUMBIX (DAaKTOPOB
. Hapymenue gpopmupoBanus

KOMILJIEKCOB (DAaKTOPOB Ha
MIOBEPXHOCTU TPOMOOLIUTOB

Puc. 6. IlaTorenes reMoinIIOLIMOHHOM KOAryJonaTHu

IIpogpunaxmuka pazeumus 2eMOOUTIOYUOHHOLU KOA2YIONAMUU

1. VYcrpaHneHne 0OCHOBHOM INPUYMHBI: OCTAHOBKA KPOBOTEUEHUS XUPYPTUUECKUM Iy TEM.
Bosmemnienue oobpema nupkynupytromieit kposu (OLK):

— MOKa3aHMEM K IEpENMBAHMIO KPOBH IIPM OCTPOM AHEMHH BCIIEJCTBHUE MACCUBHOU
KpoBonotrepu sBisieTcss motepst 25 - 30% OLK, compoBoxkaaromiasicss CHUKEHUEM
ypoBHs remorinobuna Hwke 70 - 80 r/m u rematokputa Hike 25% U BOSHUKHOBEHHEM
UPKYJIATOPHBIX HapymieHuil (mpuka3 M3 PO Ne 363 ot 25 Hos16ps 2002 1.);

3. ApnexkBaTHOe BO3MEIIEHHE TMOTEpPh (HAKTOPOB CBEPTHIBAHUSA M TPOMOOLMTOB MpHU
kpoBonorepe: C3I1 (2 no3sr C3I1 Ha kaxasie 4 1036l 3pUTPOLUTOB -1 1032 npumepHo 200
mi); 4-5 103 TpoMOOKOHIIEHTpaTa Ha 1 J1 mepenuBaeMoi SpuTporHTapHoil maccol (1 mo3a
npuMmepHo 50 mi). Ilpu mMaccuBHON KpoBOMOTEPE BO3MOKHO JOINOJIHEHHWE KOHIIEHTpATa
(baxTOpOB IPOTPOMOMHOBOTO KOMILIIEKCA.

4. Boibop mis uHQY3UM KpOBE3aMEHUTENs, 00JIQJalolero MUHUMAIBHBIM BIMSHUEM Ha
CUCTEMY I'eéMOCTa3a:



— TPOU3BOHBIC XKeJAaTHHA (TeN0y3HH) - MPAKTUYECKH 03 OrpaHHYCHHIA;

— ruapokcudTHikpaxman (I'DK) 130/0,4 (BomroBeH, BomtonaiiT) — g0 SOMi (smo ece-
maxu pacmeop)/Kr/cyT;

— I'9K 200/0,5 (XAEC-crepun, nadpykoi, remoxec) — 10 33 MII/KI/CyT;

— I'DK 450/0,7 (cTtabuzoin) u gexcrpansl — 10 20 MII/KT/CyT.

5. MuHuMH3anMs KpOBOMOTEPH - UCIIOIB30BAHUE TPAaHEKCAMOBOW KUCIOTHI (1A).

- OddexTUBHOCTh aHTU(HUOPUHOIUTUKOB XOPOIIO M3YUYEHA y MAIUEHTOB, NMEPEHECIINX
TSDKETIble XUPYPruuecKkrue BMeIIaTeNnbCcTBa. PekoMmeHayemas J103a TpaHEKCaMOBOU
KUCIHOTH —10-20 MI/KT; OHa MOXKET OBITh BBEZICHA MMOBTOPHO HJIU IPUMEHSTHCS B BHJIE
NPOJIOHTUPOBaHHOM nHY3uH ( 1 -2 Mr/kr/q).

6. IlepuoneparrioHHOE MOJAECP)KaHUE HOPMOTEPMHUH, TaK KaK 3TO CHI)KAET KPOBOIOTEPIO U
norpebHocTh B TpaHcdys3uu (1B). Mera — aHanu3 oOHapyXHJI, YTO JaXe yMepeHHas
runorepmust (Ha 1°C Hibke HOPMBI) MOBBIMAET KPOBOMOTEPIO HA 16% M OTHOCHTEIbHBIIT
puck TpaHcdy3uu Ha 22% y XUPYprHUECKUX MalueHToB. | unorepmuueckue 3¢pQHeKThl
MOTYT OBITh He3aMeueHbl, TaK KaK KOaryJSILIMOHHbIE TECThl BBINOJHAIOT TPH
Temmeparype 37°C.

7.  IlpumeHenue Ca®" Bo BpeMs MAacCHUBHOM TpaHCQy3uum s COXpaHEHUs
HopMmoKanbliMuu  (2B).  KonnenTpanus Ca* Gomee BaxHa, deM KOHLEHTpAaLH
¢ubpuHOTreHa, ypOBEHb TPOMOOIMTOB M HAJIWYHE aIua03a B IPOTHO3ZUPOBAHUU
JeTanbHOCTH. BakHelmwe (akTopbl pUCKa THKEIOW THUMOKAIBIMEMUU - alii03 U
tpancoys3ust C3II. Bpemsi cBepThiBaHMs LEIbHON KPOBU YAJIMHSETCS B pasbl IpHU
TSYKEJIOU TUITOKAJIbLIUEMHUH.

Tokaszanusa 014 3amecmumensHoOu mepanuu Npu 2eMoOUITIOYUOHHOU KOA2YIONAMUU.
pexomenoayuu ESA (2013)

1. Pexomenayercs ncnonb3oBath C3II uim KOHLIEHTpAT NPOTPOMOMHOBOIO KOMILIEKCA IPU
ynnuaenuu IITB u AUTB Gonee yem B 1,5 pa3za U TpOMOOKOHIIEHTPAT MPH CHUKECHUU
ypoBHs TpomOo1uToB Hike S0000 B MKIL.

2.  Pexomenayercs JeyeHHE KOHLEHTpAaTOM (GUOpPHUHOTEHA®, €cld HMMEEeTCS UINTENIbHOE
KPOBOTEUCHHE M IIOJI03PEBACTCS CHIDKEHHE YpOBHS WM (QYHKUMH (GUOpUHOreHa
(1C).Pexomennyemblie TpUrrepsl it Tpancy3un GUOPHHOTEHA: CHIKEHHE MIa3MEHHOM
KOHIeHTpauun Hwke 1,5-2,0 1/ uiaM npu3Hakd (QYHKIMOHAIBHOTO JeQHIUTA 10
nanaeiM TOI (20).

3. Ilpemnaraercs HCHOJNB30BaTh KPUONPEUMIUTAT JJIS  JICUEHUS KPOBOTCUEHUS U
runouOpUHEMUH PU OTCYTCTBUHU JAOCTYITHOTO KOHLIeHTpaTa (pubpuHorena (2C).

4.  Tsaxenoe nuddy3HOoe KPOBOTEUEHUE M HU3KAs MPOYHOCTH crycTKa (mo nqaHHeM TOI), He
CMOTpPS Ha aJeKBAaTHYIO KOHILEHTpaluio (puOpHHOreHa, BO3MOXHO NPU KPUTHUYECKOM
cawkennn konueHtparuu XIII ¢. Ilpu gepuuure ¢. XIII (menee 60% akTUBHOCTH)
npeiaraeTcsi IpuMeHsTh KoHueHTpat ¢akropa XIII* (30 E[l/xr ) (2C).

5. Ilpumenenue pexoMOuHAHTHOTO (akTopa VII BO3MOXXHO TOJBKO NMPH KPOBOTEUEHUSX,
KOTOpblE HE MOTYT OBITh OCTaHOBJECHBI XHPYPIHMYECKHMMH (aHTHOXHPYPTUYECKHMU)
METOAaMU WJIM KOMIUIEKCHONH reMocTtaskoppurupytouieir tepanueit (2C).Heobxoanmo
cepbe3Hoe O0OCHOBaHME JUIsI MpUMEHEeHHs pekomOuHaHTHOro ¢. VII. OntumanbpHas
no03a 40-120 MKr/kr, oHa MOXKET OBITh HUCIIOJIb30BaHa MOBTOPHO. I nnodubpuHorenemus,
TPOMOOIIMTONEHNUS, TUIIOTEPMHS, alUA03 U aKTUBaUus (HUOPMHOIM3A JOIKHBI OBITh
yCTpaHEHBI JI0 BBEACHUS peKoMOnHAaHTHOTO (hakTopa VII.

* - npenapam ¢ Poccuu ne 3apecucmpuposan

2. CHHAPOM JUCCEMHMWHHUPOBAHHOI'O BHYTPUCOCYIUCTOI'O
CBEPTBIBAHMSA (ABC-CUHAPOM)
CuHIpOM IMCCEMUHHUPOBAHHOIO BHYTpUcocyaucTtoro ceeprsiBanus ([IBC) kpoBu sBiseTcs
OMHMUM W3 Hauboyiee YacCTO BCTPEYAIOMIUXCS HApPYIIEHWH CUCTeMbl remocTasa. CHHIpOM



XapaKTepU3yeTcss PACCeSIHHBIM BHYTPUCOCYIUCTBIM CBEPTHIBAHMEM KpOBH, 00Opa3oBaHUEM
MHOXECTBa MHKPOCTYCTKOB (UOpPHHA M arperaroB KJIETOK (TPOMOOLMTOB, SPUTPOIUTOB,
JEHKOLUTOB), KOTOpBbIE OCEAAl0T B KaMWUIAPaX W BBI3BIBAIOT OJOKAaTy MHUKPOLUPKYISALUN
OpraHoB.

Cuwnraercs, uto JIBC-cuHapoM BO3HUKAET B pe3yibTare nucbananca Mexy KoaryJsiuen u
¢ubpuHONMM30M. DTO CTAHOBHUTCS TOHATHBIM, €CIH Y4YecTb, YTO TPOMOMH, OTOOpaKaIOLIHii
KOaryJsiMUOHHYI0O CHUCTEMY, M IUIa3MHH, XapaKTepU3YIOUIHH (UOPUHOIUTHYECKYIO CHUCTEMY,
ABJIAIOTCS KiroueBbIMU Meauaropamu JIBC-cungpoma.  @DakTHUeCKHM, BCE KIMHUYECKHE U
nabopatopuble nposiBieHus JBC-cunapoMa MOKHO OOBSCHUTH NATOJIOTUYECKON LUPKYJISAIMEH B
KPOBOTOKE TpPOMOWHA M IIa3MUHA. TpoMOMH NMPUBOIUT K MATOJOTHYECKON BHYTPUCOCYIUCTOMN
UPKYJSALNAN CTYCTKOB (pUOpMHA, OTIOXKEHUIO MX U TPOMOOLMTOB B 30HE MUKPOLMPKYJISIHU, K
notpebienuio (akropoB koarymsuuu. [lmasmun paspymaer ¢uOpunHoreH, GuUOpHH U (GaKTOPHI
koarynsauuu, npousBoAs IIJId u D-mumepsi, xapakrepusie st JIBC-cunapoma. AxkTtuBanus
¢ubprHONM3a NPU MPOKOATYJISIHTHOM CJBHIE SBISICTCS KOMIICHCATOPHOH peakiuel opraHusma,
HaIpaBJICHHOM Ha  BOCCTaHOBJIEHUE COCYJUCTOM IPOXOAMMOCTHM M  IPEAOTBpAILEHUE
MOJIMOPTraHHOM HEJAOCTaTOYHOCTH. [ 'eHepanu30BaHHAs THUIEPAKTUBALUS (PUOpHUHOIM3Aa MOXKET
cama 1o cebe SBIATHCS HMHAYKTOpoM maroreHe3a JIBC-cuHapoma, mpuBOAsS K HOBPEXICHHIO
(akTOpOB CBEPTHIBAHMS M KOAryJiomnatuu norpediieHus. [1oBbleHHas TUPKYISLUS B KPOBOTOKE
IUIa3MUHA 4acTo sBiseTcss MHAyKTOopoM JIBC-cunapoma mpu Jeiiko3ax, IpOCTaTIKTOMUM,
HCKYCCTBEHHOM KPOBOOOPAIIEHUH, MEYCHOUYHOW HEAOCTATOUYHOCTH, JUIMTENBHBIX OINEPATUBHBIX
BMEIIATENIbCTBAX.

JABC-cungpom - Hecrnenu(pHUuecKoe HapyLUIeHHE CHUCTEMbl TIe€MOCTasa, SBISIOIIEECs
Hanbosiee YacThIM OCJIOXKHEHHEM OOJIBIIMHCTBA MATOJIOIMYECKHX MPOIIECCOB, KOTOPOE, B CBOIO
ouepellb, CTAHOBUTCS Ba)KHEHIIMM 3BEHOM MEXaHHM3Ma IPOrpPECCUPOBAHMS, PE3KOTO OTATOLICHMS,
a 3a4acTylo U HeOmaronpuaTHoro ucxonaa 6one3nu. Hanbonee yacteie npuuunsl passutus J(BC-
CHUH/IPOMA IIPE/ICTABICHBI HUXKE.

Tlospeorcoenue mraneti

TpaBMmbl

Paznpobnenus/kpami-CHHIpOM
IToBpexneHus NEHTPAIBHON HEPBHON CUCTEMBI
Tennosou yaap

Osxoru

I'emonuTHueckue TpaHc(hy3UOHHBIE PEAKLIUU
OcTpoe OTTOp:KEHHUE TPAHCIIJIAaHTATa
Heonnasus

vV Pak

vV  Jleiikemus

vV Xumuorepanus paka

vV Pacnajaromascst omyxoJb

HUnghexyuu

['paMM-TIOJIOKHUTEIbHBIE OaKTePUU
['pamMM-oTpHIIaTENbHBIE OAKTEPUH
CnupoxeTtsl

Puxkercun

IIpocreiimue

['puOsI

Bupycsl

Axywepckaa namono2us

vV IpexmeBpeMeHHas OTCIIOMKA IIALCHTHI

vV  Ilpennexkanue IWIALEHTHI, HAPYLICHHS IIALCHTAIMM, TIPOPACTAHUE ILIALEHTHI
vV 3amepmias 6epeMeHHOCTh

L

L



OMO01Hs OKOJIOTUIOAHBIMH BOJIaMHU
ATOHUS MaTKu

[IpepsiBanre GepeMEHHOCTH (TeparneBTUIECKOE)
I'ecto3

IIpouue npuuumnv

[Tox

YTomnenue, 0COOEHHO B MIPECHON BOJIE
XKuposas sm6011s

AHeBpu3Ma aopThl

I'uranTckue reMaHruoMbl

YKyCbl HEKOTOPBIX 3MEN

<<

L

JAunarnocruka

K coxanenuto, 10 HAcCTOSIIEr0 BpPEMEHH HET oOmenpuHsaTord Kiaccupukamuu JIBC-
CHHIpOMa. AHAJIN3 JTUTEPATyphl MOKa3aj] MHOT000pas3ue MoaX010B K TEPMUHOJIOTHH B ONTUCAHUU
JBC. Ilpemaraemble KiIacCH(PHUKAIMOHHBIE TOAXOIbl MOXXHO pa3IeIUTh HA JBE TPYIIIBL
XapaKTEepU3yIOIIMe TEUEHHE U CTENEHb BBIPAKEHHOCTH IPOLECCA U XapaKTEPU3YIOLIUE CTaIUIO
JABC-cunapoma.

B 2009 r. Mexnynapoanoe obmiectBa o tpombo3am u remocrasy [F.B. Tayloretal., 2009]
IIPEICTaBUIO  OCHOBOIOJIAraloIliie MOMEHTBl AuarHoctuku JBC-cunppoma ¢ yuerom
M3JI0KEHHBIX BbIIIE NPoOIeM. ABTOPHI MOAYEPKUBAIOT HEOOXOAUMOCTh NMPUMEHEHHS MPOCTHIX U
NPAaKTUYHBIX T'€MOCTA3MOJIOTUYECKUX TECTOB, JOCTYHHBIX KPYIJIOCYTOYHO OOJBIIMHCTBY
6onbHUYHBIX JabopaTopuid. CoriaacHoO peKOMEeHJAIMsIM OOIIecTBa, BhIIEIAIOT 1Be cTanuu J(BC-
CHUHJIpOMa:

- sBHbIN JIBC-cuHIpOM (KIMHUYECKUN WM OCTPBIi);
- HesaBHbIN [IBC-cuaapom (1a00paTOpHBIN WM XPOHUYECKHIA).

Kputepun sBHoro (kamamueckoro) JIBC-cunapoma (pekoMeHmannu MexayHapoJIHOIo
o01mecTBa mo TpoMO03aMm u remocrasy, 2009):

- ypoBeHb TpoMOo1uTOB: MeHbIe 100 Thic/MKII — 1 6amt, menbie 50 Teic/MKI — 2 6alia;
- ypoBenb POMK wnnu I1/I®: ymepenHoe noBelieHne — 2 6ajuia, BEIPAXKEHHOE MOBBIIICHUE —

3 Oamna;

- ynmuHenwue [1TB: ot 3 1o 6 cex — 1 6amn, 6onee 6 cex — 2 Oama;
- ypoBeHb ¢pubpuHOreHa: Menbie 1 r/m— 1 6am.
=5 u 6onee bannos — J{BC-cunopom.

[IpeumymiecTBO mnpelaraéMplX a@IrOpUuTMOB — TO, YTO OHH MOTYT JaTb 4YETKOE
JTUarHOCTUUYECKOE 3aKI0YEHHE O HaIU4uu WK oTcyTcTBuM JIBC-cuHIpoMa, a Takke IO3BOJISIOT
KOJIMYECTBEHHO OLIEHMBATh AMHAMUKY 3TOro mnporecca. HegocraTok npearaeMpix alropuTMOB —
HEBO3MOXKHOCTh TU(P(HEPEHIIMPOBKU CTaIuu M, TeM Oosee, BapuaHTa TedeHus [IBC-cuHapoma.
BonpmM mozacropeeM B JTaHHOM CHUTyallMM MOXKET OBITh HCIOJIb30BaHUE (DYHKIIMOHAIBLHOTO
METOZa HCCIIEAOBAaHMs CUCTEMBbI TeMocTa3a — TpombOosnactorpapuu. OyHKIMOHAIBHBIM OH
Ha3bIBAETCS MOTOMY, YTO IO3BOJISICT OLIEHUTH OajlaHC MEXAy Koaryisauued u (GpuOpuHOIU30M,
HapylLIeHHE KOTOpOro — OJHO M3 OCHOBHBIX 3BeHbeB maroreHe3a JIBC-cunapoma. Hammune
cOaaHCUPOBAHHOCTH MEXIy STHMHU JABYMS TIpPOLIECCAMHM — IPHU3HAK KOMIICHCALUU CHUCTEMBI
remMocrasa, qucOananc — MpU3HaK JeKoMIeHcaui. HemManoBaHBIM SBISIETCS TO, YTO TOJIBKO C
MOMOIIBI0 JAHHOTO (DYHKIIMOHAJIBHOTO METOJa MOMKHO OIICHUTh KauecTBO OOpa3yIoLIerocs
CTyCTKa — KIIFOYEBOH MOMEHT T'€MOCTa3UO0JIOTHIECKO AUarHoCcTUKU. Hu oinH M3 OMOXMMHUYECKHX
TECTOB HE MO3BOJIAET ATOIO CAEIIATh.

BaxusiM nononHenueM Kk knaccudukanmu JBC-cunapoma n0mkHO OBITH OmpeiesicHHue
JOMUHHUPYIOILErO0 ME€XaHU3Ma NEPBOHAYAJIbHON aKTUBALMM CUCTEMBI FE€MOCTa3a. JTO MOMOXKET B
muddepeHpoBKe NpoBOoAUMON HMHTeHCcHBHOW Tepanuu J[BC-cunapoma. MatsudaT., Bbiienun
€ro J1Ba KIMHUKO-Ta00paTOPHBIX BapUaHTa:

- ¢ubpunonus — nomunupyomwuii /IBC




- Koaryssiuus — nomuHupyroumii JIBC.

Hcxonom obeux BapumantoB [IBC sBisieTcst koarynonaTusi motrpeOieHusi, o0ycIoBICHHAs
UCTOIIEHUEM (PAKTOPOB CBEPTHIBAHUS KPOBU M TPOMOOLIMTOB U XapaKTEPU3YIOMIAsICSl MACCUBHBIMU
TeHEPATM30BAHHBIMUA KPOBOTEUCHUAMU. [IpUUMHOI HHTpAONIEpallMOHHOTO OCTPOrO KPOBOTEUEHUS
MOXeT ObITh Kak ¢uOpuHOonuTHueckuii BapuaHt JIBC-cuHapoma, Tak M KOaryJomaTus
notpeOieHus.

Huddepennmansayto quaroctuky JABC-cunapoma yarie BCero MpUXOAUTCS MPOBOIUTH C
MEYCHOYHON ¥ TeMOIUITIOIMOHHON Koarynonartuei (Tabmnuma 4).

Tab6mnuma 4
Jluddepennmansuas guarnoctuka JIBC-cuaapoma
Ileuenounas
Koarynonartus pa3seneHus JABC
KOAaryJonaTus
* CHM)XEHME CUHTE3a
aKTOPOB CBEPTHIBAHUS [ToBbIIeHNE
[MaToduznonorus ¢ p P O dexThl reMoAUTIONIH
0e3 UX aKTUBAINH notpeOiIeHus
» CHmxenue kaupenca [171d
Oo6pa3zoBanue
p CHuxeHo He mensercs I1oBbI1IEHO
TpOMOMHA
CucremHas
HNuorna Her XapakTepHO
KPOBOTOYHMBOCTb
CucremHsle
Penko Her XapakTepHO
TPOMOO3BI

HNHTeHcuBHAA Tepanus

JABC — TspKen0e OCIIOKHEHHE TaKOTo )K€ TSDKEIOTo 3a00JeBaHMs, TIOITOMY HpPECTaBIseTCS
1eJIeco00pa3HbIM JICYUTh B IEPBYIO OYEpelb MMEHHO MCXOJHYIO MATOJOTHI0. DTOT (DakT He
BBI3BIBAET COMHEHMH, OJHAKO IIOCTaBUTh Iepe] coOOH 3Ty 3amady ropasgo Mpolle, uYeM
BBINOJNHUTH ee. Ecnu m3BecTtHa mpennoinaraemas npuunHa JIBC, He criemyeT TpaTuTh Bpems Ha
aHaJIM3 MHOTOYMCIIEHHBIX €ro OCOOEHHOCTEHl M J1abOpaTOpHBIX IapamMeTpoB B TIOMBITKAX
YCTAHOBUTH CTAJMIO, CTpAaTH(PHUIMPOBATh WK ckomreHcupoBath JIBC; cnemyer 6e30TnarareiabHO
yCcTpaHuTh camy mnpuunHy pasButus [IBC. BeposTHOCTh TOro, 4TO MHAalMEHT MOTMOHET OT
KpoBoTeueHHst win Tpombo3a BcieactBue JIBC Ha (oHE TIIETHBIX MOMBITOK €r0 KOPPEKLUHU
ropaszzo Ooyiee BBICOKA, Y€M BEPOSITHOCTH TOTO, YTO €ro yObeT TO MUHMMAaJIbHOE KPOBOTEUCHHE,
KOTOpPO€ MOXET TMPOU30HTH BO BpeMs JApPEHHpPOBaHUS abclecca, SABISIONIETOCS MPUYUHON
passurtusa [IBC.

Taktuka BeneHuss nauumeHToB ¢ JIBC-cMHApDOMOM  COIJIaCHO  PEKOMEHAALMSM
MesxayHapoaHoro obuiectsa o Tpom6o3am u remocrasy (2009) BBITISINT CIEIYIOMNUM 00pa3oM.
* [lpu HanMYUKM KPOBOTEUCHHS M MIPU BHICOKOM PHCKE €ro pa3BUTHs (BBIIIOJHEHWE MHBA3UBHBIX

BMEIIATENLCTB TpU ypoBHE TpoMmOOmuTOB < 50 THIC/MKI) IOJKHA OBITH OCYIIECTBIICHA
uHdy3us Tpombokonuentpata (I1C)

* [lpu Hamuuuu kpoBoTeueHus U nosbimeHuu [1TB nu AUTB nokaszana tpancdyszus C3IT (15
MJI/KT). AHaNOTUYHAsl CUTyalusi — manueHTsl ¢ moBbimeHHbM [ITB u AUTB, Tpelyromue
MHBa3MBHOTO BMemaTenbcTBa. Her maHHbIX, uto uMHOY3us C3II ctumynmupyer akTHBALUIO
koaryssiuu (I1C)

» [Ipodunaktuueckoe nepenranue TpombokonenTpara u C3I1 ve nmokazano (I1IC).

» Ecmu tpancys3us C3II He BO3MOXKHA HM3-32 ONMACHOCTH MEPErpy3Kd 0OBEMOM, BO3MOXKHO
BBEJICHUE KOHIIEHTPATOB (DAKTOPOB CBEPTHIBAHUS (HAIIpUMEp, KOHIIEHTPaTa MPOTPOMOMHOBOTO
KomIuiekca). Ho manHble mpenapaThl CMOTYT JIMIIb YaCTUYHO CKOPPEKTUPOBATh MMEIOLIHICS
neuuut paxtopoB cBepreiBanus (1IC).

»  Tsxenas runopudbpuHoreHemust (MeHee 1 1/1), coxpansiromiasicss HecMoTpst Ha uHgpy3uto C3I1
— OKa3aHue K nepenuBanuto kpuonpenunurara (I11C).




= JIBC-cunapom ¢ npeoOnagaHueM TpOMOO30B — MOKa3aHUE K HA3HAUYEHUIO aHTHKOATYJISIHTOB B
TeparneBTHUeCKuX ao3ax. [Ipemapar Beibopa — HOI' B Bune HempepsiBHOM B/B uH(py3un (10
En/xr/4). Ilpu 3ToM, HeT HeoOxonumocT noduBaThes yuauaenuss AUTB B 1,5-2,5 paza (IIC).

* V mauueHToB 6e3 MPU3HAKOB KPOBOTEUEHUS] PEKOMEHIyEeTCSl IPUMEHEHHE NMPO(UITAKTUYECKIX
no3 HOI" unu HMI™ (IA).

= l3-3a OTCYTCTBHS YOETUTENbHBIX J0Ka3aTelIbCTB 3()(HEKTUBHOCTH, NPOPUIAKTHUECKOE
npUMeHeHHne KoHLeHTpaTa antutpom6OuHa I11 He pekomennyercs (1A).

* AxtudubpuHOIMTHYECKHE TmpernapaTrhl mnamueHtam ¢ JIBC-cuHIpoMOoM wyaiie BCEro He
nokazansl (1IC)

* JlanpeHTaM C TEPBUYHBIM THNEPPUOPUHOIN3ZOM, HMMEIOIIUM MPU3HAKH KPOBOTCUCHHUS
pPEKOMEHAyeTCs BBEICHHE TPaHEKCaMOBOM KUCIOTHI (110 15 Mr/kr B\B kaxable § 1) (IIC).

[TaToreneTndeckn 0OOCHOBAHHO mNpuMeHeHHe npu octpoM [IBC-cuHIpOME AMCKPETHOTO
mwia3madepesa (BopooreBa H.A., 2006). Ero mnpoBeieHue MO3BOJSET OYHUCTUTH IUIa3My OT

TOKCHHOB TKAaHEBOTO pAacCIaja, arperaroB KIETOK, aKTMBHPOBAHHBIX (DAaKTOPOB CBEPTHIBAHMA,

[MTA®D u POMK, BocCcTaHOBUTH MM KOPPEKTHPOBATH (PUOPUHOIUTUYECKYIO aKTUBHOCTD ILIa3Mbl U

¢byHkuun sHIOTENHS cocyaoB. OCHOBHOW TOuKOW mpuioxeHus miasmadepesa npu JBC-

CHUHJPOME ABIJIAETCS HHAOTENIMAIbHAs KJIETKa, TaK KaK MMEHHO OHa BCETJa OKa3blBaeTCs IO

yIapoM MOBPEXJAOMUX (AKTOPOB M SIBISETCS OTIPABHOM TOYKOW Y3JIOBOTO MeXaHH3Ma

narorenes3a JABC-cunapoma.

3. IEHEHOYHAS KOAT'YJIOIIATHUSA

Mexanusm pazeumus:

— CHIDKEHHUE CHHTe3a (PaKTOPOB KOATYJISINH;

— cuHTe3 AePeKTHBIX (PaKTOPOB KOATYJIALMH (MTATOJIOrHYeCKHid (GUOpHUHOTeH);

— nepunut ButamuHa K (mumeBoil peduuuT, HapyleHHBI cuHTe3 BUTaMHH K - 3aBHCHMBIX
(akTOpOB, HEXBATKA JKEITYHBIX COJICH - OOCTPYKTHBHAS )KEITYyXa);

— TpOMOOIMTONEHUsI (THIEPCIUICHU3M C CEKBECTpaleil TPOMOOLMTOB, CHHUKEHUE MPOIAYKLIUU
TPOMOOMOATHHA),

— CHIDKEHHasl Jierpaalisl akTUBUPOBaHHBIX (hakTopoB koarymsauuu ([IBC-cunapom);

— TIOBBIIICHHAS aKTUBANUs (PUOPUHOIUTUIECKON CUCTEMBI - TUTIEPPUOPUHOIHUS.

Knunuueckasa — xapakmepucmuka:d3KXUMO3bl,  KEJIyAOYHO-KUIIEYHbIE  KPOBOTEUEHHS,
KpOBOTEUEHHE M3 BAapUKO3HBIX BEH, HOCOBOE KpPOBOTEUEHHUE, KPOBOTOUMBOCTb M3 MECT
BEHEMYHKLUI, KPOBOTEUEHHSI, BEI3BAaHHBIE MTPOLIEAYPAMHU.

Jlabopamopnas xapaxmepucmuka nedeHouHou koazynonamuu.B Tabmuue 5 npencraBieHsl
XapakTepHble JJabOpaTOpHbIC NMPHU3HAKU MMEYEHOUHOW Koaryiomatuu. Y umHenue [ITB u AUTB
ABIIsICTCA HauOoJiee TUIMUYHBIM N3MEHEHUEM KOaryJisiliii y OOJBHBIX C XPOHUYECKOH maToioruei
nedyeHu. OOHapyXeHHE TaTOJIOTHYECKUX TECTOB He o00s3arenbHO TpedyeT Koppekuuu (y
MAIMEeHTOB 0€3 KPOBOTEUCHUS WIIM HE TPeOYIOINX WHBA3UBHBIX MAHUITYJISIIUI OHA HE TpedyeTcs).
VYamuaenne IITB u AUTB y OonbHBIX ¢ TEUYEHOYHOM TATOJIOTHEH HE TPUBOIUT K
ayTOAHTHKOATYJSIIMA M HE TMpeaynpexaaer TpomOooOpazoBaHune — TpomOompoduiakThka He
ormensiercs. VII ¢akTop mmeer caMmblii KOpPOTKMH MepHOA MHoiypacrana (OKojJo 7 4YacoB), OH
NEPBbIM YMEHBINACTCS MPU MEYEHOYHOW HEIOCTATOYHOCTU W TMEPBBIM BOCCTAHABIIMBACTCS TPHU
KOPPEKLHH.

[Ipu TepMUHATBHON cTaAMK MEYEHOYHOTO 3a0oieBaHHUs MOXKET pa3BuThesa JBC-cunapom,
KOTOpBIIi OBbIBa€T OYEHb TPYAHO OTJIMYUTH OT IEYCHOUYHOM KOaryJomaTtuu. YCTaHOBJICHUE
BPEMEHHU CYIIECTBOBAHMS HApYyIICHUH KOAaryJsiluu IMOMoraeT mnpoBecTd AuddepeHunanbHyro
JUArHOCTUKY (AJMTEIBHOE INpPU XPOHUYECKOM MAaTOJIOTMHM Ne4eHH win Koporkoe npu JBC-
cuapome). CneuuduyHble [UIs TATOJIOTUM TEYEHH M3MEHEHHs TpPOMOO3IacTOrpaMMBbl -
YMEHBIICHUE aMIUIMTYbI, 3ajiepKKa Havajga (opMupoBaHus cryctka. OHa HCIONB3yeTcs s
paHHEel TMarHOCTUKU TunepPpuOpUHOIN3a UM TPOMOOLIUTONICHHH.

Tabnuua 5
JIaGopaTopHble KPUTEPHH NIEUEHOYHON KOAryJIonaTHu



N3meneHnus [Ipuunna

VY nnunenue I1TB u Hopmansnoe AUTB Hedunur VII dpakropa
Y nunenue I1TB u ynnunenne AUTB Hedumut 1, 11, V, IX, X, XI, XII ¢akropon
VY anuHeHne TpOMOMHOBOTO U Hucdubpunorenemus, runopuOpruHOreHEMuUs
PENTUIA3HOTO BPEMEHH
TpomOouuToneHus [ToBbIlIeHHas! CEKBECTPALIUS — THIIEPCIUICHU3M,

nopranbHas runeprensusd. [loBeimenHoe
paspywenue — JIBC-cunapom.
CHuxeHHasi IPOLyKLUSI.

Hapymenue arperaiuu TpoMOOIIMTOB @DyHKIMOHAIBHBIEC JeQEeKTh TPOMOOLIMTOB
YxopoueHue 3yrio0yJInHOBOTO BpEMEHH Cumxenue ypoBHs PAI-1, uaruburopa rniasmuna
aM3uca

Humencuenaa mepanus neyenoynoul koazyionamuu (pekomenoayuu ESA, 2013).

VHTeHcuBHAs Tepamusi HalpaBlieHa Ha BO3MeEIIeHHE aepuiura (akTOpoB CBEPTHIBAHUS,
TpOMOOIMTOB, (pUOpHUHOTEHA, KOPPEKIIMIO AKTUBUPOBAHHOTO (PHOPUHOIN3A.

IIpu xponuueckux 3abosneBanusx mnedeHn (X3II) KoHUEHTpalMs MPOKOAryJISHTHBIX
¢dakTOpoB, Kak NpPaBWIO, CHIDKEHa, OJHAKO YPOBEHb SHIOTCHHBIX AHTHKOATYJISHTOB
(arTuTpOoMOUH, mpotenHbl C W S) TakkKe CHIKEH, BCE 3TO B COBOKYIMHOCTH TMOJACPKUBACT
remoctaruueckuii 6anmanc. [loaromy, HecMoTpst Ha To, uto IITB, AYTB u MHO yka3siBaioT Ha
Hanmmuue koarynonatuu npu X311, rmoGanpabie TecThl (TOI) CBUAETENBCTBYIOT, YTO T€MOCTa3
KOMITEHCUPOBaH B 00bInuHCTBE cirydaes (C).

Jlerkoe u yMmepeHHoe mpenomnepanuoHHoe yseamueHne MHO He mnpornHosupyer
kpoBoteueHue y mauueHtoB ¢ X3II (C), nmostomy He pexkomenayercs ucnoab3oBath C3II mms
Koppekuuu ymepeHHo nossimieHHoro MHO (1C).

C3II He crnexyeT Ha3HauaTh NManueHTaMm Oe3 kpoBoreueHus, ecniu MHO wmenee 2. Xors [1TB
u MHO wuacto ucnonb3yroTcs Aisi omnpenesieHus mnokazanuil k nepenuBanuio C3II, He ObLIO
YCTAQHOBJICHO CBSI3U MEXIY CTENCHbIO HOpMAIM3aluu Koaryionatuu u Tpancgysueit C3I1.

O¢pdexkTuBHOCTE KOppeKUMU yMepeHHO moBbimieHHOro MHO nmnepen WHBa3MBHBIMU
MaHumyJsinusaMu -y nanveHtoB ¢ X3II He nokaszana. IlosTomy, mpu OCTpoil IMeuyeHOYHOU
HEJ0CTaTOYHOCTH yMepeHHO mnoBblieHHOe MHO He J0mKHO KOpperupoBaThCsl IEpEN
WHBa3UBHBIMU MaHMITYJISIOUSAMHM, 32 HCKIIOYEHHWEM  yCTAaHOBKHM  JaTyMKa  KOHTPOJS
BHyTpuuepenHoro nasiaeHus (1C).

Taxoxke HE0OX0IMMO OMHUTB, 4TO NpH X311 cymecTByeT puck BEHO3HOM TPoMO03MOOIHH,
MICYEHOYHAs] KOAaryJomnaTusi He MOMKET paccMaTpHUBAThCS KakK (akTop, CHIDKAIOUIMHA PHUCK ee
BO3HHUKHOBEHUS.

[Ipu ocTpoii me4eHOuHOW HEAOCTaTOYHOCTH mpoduuaktuueckoe nepenuBanue C3I1 s
koppekiimn MHO He ompaBmaHo. DTO HNPHUBOAMT K IEperpy3ke o0beMOM U TeMOJWIIIOLHUU.
Bosmemienune neduruta daxtopo cBeprhiBanus Tpedyer mo 30 mur/kr C3II, yTo BO3MOXKHO
TOJIBKO C MOMOIIBIO Tu1a3MaoOMeHa. KoHieHTpaT mpoTpoMOMHOBOTO KOMIUIEKCa B KOMOWHAIMU C
BuTaMMHOM K TI03BOJISIET OBICTPO CKOPPEKTUPOBaTh 3HaUUTEIHHO NoBbieHHoe [ITB/MHO nepen
CPOYHBIMU MHBA3UBHBIMH MAaHUIYJISILIUSAMU.

Tpancdysuss TpPOMOOLMTOB TMOKa3aHa MAIMEHTaM C KpPOBOTCUYEHHUSIMH, Y KOTOPBIX
Konu4yecTBO TpomOormToB Hmke 10 Thic/Mkia. Ilpym Hamuumu APYruxX HapyLIEHUH KOaryJsnuu
NepeIMBaHne TPOMOOIIMTOB MOXKET OBITh PEKOMEHIOBAHO IMpH MX Oojiee BHICOKOM ypoBHE. Jlis
TOro, 4To0bl OIEHUTh 3()(PEeKTUBHOCTH TpaHCPY3UHM TPOMOOLMTOB, AOIDKEH OBITH MPOU3BENEH
MOJICUET MX KOJHMYECTBA B MEPBBIM Yac mocie mnepenuBaHus. Y OOJBHBIX CO CIJICHOMETranuei
3G HEKTUBHOCT TPAaHCPY3UU TPOMOOIIUTOB OYJET CHUKEHA M3-3a MX MOBBIIIEHHOTO pa3pyIICHUsI.
[Tpu Hamuuun GyHKIMOHATBHBIX 1€()EKTOB TPOMOOIIMTOB MOXKET OBITh MPOBEICHO BHYTPUBEHHOE
BBEJICHHE Ba3onpeccuHa B 103¢ 0,3 HI/Kruim 3¢TporeHoB (MeHee 3 (eKTUBHAS aTbTEPHATUBA).

AxrtuBanys GuUOpHHONN3A TPYJHO MOATAETCS KOPPEKIIUH HAa KOHEYHOH CTauu NeUeHOYHOMN
NaToJNOTUU. AHTH(QUOPUHOTUTHYECKUE BEIIECTBA, TaKHWE KaK aMHHOKAIpOHOBas KHUCIOTA,



TpaHEKCAaMUHOBAsl KUCJIOTA, allPOTOHWH, YMEHBIIAIOT 00bEM MHTPAOIEPALIMOHHON KPOBOIIOTEPH U
noTpeOHOCTh B TpaHC(y3UH MpernapaToB KPOBU Y OOJIBHBIX C MATOJIOTUEH TEUCHH.
[IpenaparoB, KOTOpbIE MOTYT YCHJIUTh TPOMOOLMTOINEHHIO WM YXYAIIUTH (DYHKIIUIO

NIEYEHH, HYKHO n3oeraThb

(HectepouIHbIE

MMPOTUBOBOCHAINUTCIILHBIC CpcacTea,

AllCTUWICAIMINIIOBAsA KUCJIOTA, IPOMBIBAHUC T'CIIAPUHOM MHTPABCHO3HBIX JIMHUH U KaTeTCpOB).

4. MTIPUOBPETEHHBIE TPOMBOLIUTOIIEHUN
Boienstior Tpu natou3noI0OrHueCcKUe MPUYUHBI PA3BUTHS TPOMOOIIUTONICHUN: HApyIICHHUE
IPOAYKIUH TPOMOOLMTOB, TepepacrnpeneieHne TPOMOOIMTOB U YCKOPEHHOE HUX pa3pylIeHHe

(Tabnwuma 6).

TpomOoIuTOTICHHsT HE WMEET KaKUX-THOO CHenu(PruecKux CHUMITOMOB W KIMHHUYECKUX
MpU3HAKOB. EIMHCTBEHHBIM XapaKTEPHBIM MPU3HAKOM TPOMOOIMTOTICHHH SIBISICTCS TOSBICHUE
MEeTEXUaJbHOW CHIMTU HA KOXKE U CIU3UCTHIX 000104ykax. Chilmb 00bIYHO HambOoJee BhIpaXKEHA Ha
KO€ HIDKHUX KOHEYHOCTEH (M3-32 BBICOKOTO THAPOCTATUYECKOTO NABIICHUS).

B Tabmume 7 mnpenacTaBieHa XapaKTEPUCTHKA PHUCKAa KPOBOTEUYCHUS TPH PA3THMUHBIX
KIIMHUYECKUX CUTYaIUAX B 3aBUCUMOCTH OT YPOBHS TPOMOOIIUTOB.

Tabauua 6

[TaToduznonornueckas KinaccupuKaIys IpruoOPEeTEeHHBIX TPOMOOIMTONCHUN

Hapymenne o0pa3zoBanus:

IToBbIlIEHHE CKOPOCTH pa3pyLICHHUs

» Muenoaucnia3us

= Ocreonopo3

= OcTpblil JIeHik03 U MUenonpoiardepaTuBHbIE
3a0oseBaHus

» Jlepumur BuUTaAMHUHA
KHCIIOTBI

* Undexuun

= BupyCHBbIE renaTUThl

= XUMHOTEpANUL

= OTpaBieHUs

= TuasuaHble TUYPETUKH, CIUPT, 3CTPOrEHbI

B12 u Qonuesoii

Heummynnou smuonozuu

= JIBC-cunapom

= TTII

= ['VC-cungpom

= HELLP-cunapom

* BupycHble HH(pEKIUU

= XuMHOTEpanus

* 3710KaYeCTBEHHbIE HOBOOOPA30BaHHUS
= Backynursl

= bakrepuemus

Ilepepacnpenesienne ¥ JUJIIOLHS
= CruieHOMeranust
* MaccuBHas TpaHC)y3Hs

AymoummyHnou smuonocuu

*TUT

= UTII

= JlekapcTBEHHAs! AyTOUMMYHHas
TpOOOLIUTONIEHNUECKAs TypIypa

Bne 3aBucumocT oT MMPpUYUH Pa3BUTUA TpOMGOI_II/ITOHeHI/II/I B CJIy4ac pa3sBUTHA YI'POKAIOIIHUX

KU3HM KPOBOTEYEHUH M  KPOBOTECUEHUU

OrpaHUYECHHBIE IPOCTPAHCTBA, HAIPUMED,

BHYTPHUEPEIIHBIX KPOBOTEUCHUH, a TaKkKe Ui 00ecneueHUs HEOTJIOKHBIX OINEPaTUBHBIX
BMEIIATENIbCTB, TpeOyercst TpaHcdy3ust TpoMOOLUTOB. B pyrux ciaydasx jiedeHue JOHKHO OBITh
HAIpaBJICHO Ha MOBBIIICHUE MPOAYKIUU TPOMOOIIMTOB U OTPAaHUYEHUE CKOPOCTH UX pa3pyIICHUs.
IIpu ompenenenun oObemMa TpaHCPY3UM CHEAYET YUYUTHIBATh TSHKECTh TPOMOOIMTOICHHUH,
HAJIMYHME WIK OTCYTCTBUE KIMHUYECKHX €€ MPOSBICHUNA M HATUYME WIM OTCYTCTBHE Y MallMEeHTa
CONYTCTBYIOIIEN NATOJIOTHH.
besonacHelii  mopor

TPOMOOIIUTONICHUEH:

— pyTHHHas cTomatonorus — 6omnee 10 TbIC/MKIT;

— KaTeTepu3alus IEHTPAJIbHBIX BeH, Ouorcuu, mombansHas myHkuus — 10-20 Teic/MKT,

— ponsl, d3KcTpakius 3yoa — 30 ThIC/MKI;

— HeoOIIMpHbIE ONepaliy, CIIMHAIbHAS aHEeCTEe3us, SUAYpaibHas aHecTe3us: — 50 ThIC/MKIT;

- Oonbmas xupyprust — 50-100 Teic/MKIT;

— He#poxupyprus, opraabmMoxupyprust — 100 Teic/MKIL.

BBIITOJIHCHU A HWHBAa3HUBHBIX BMCIIATCIbCTB y OOJIBHBIX C



Tabnuua 7
Puck KpoBOTEeUEHUS B 3aBUCUMOCTH OT YPOBHSI TPOMOOIIMTOB

Konunuectso Puck xpoBoTeueHust
TPOMOOIIUTOB

> 100000/MK1 | OTCYTCTBYIOT (DyHKIIMOHAJIbHBIC HAPYILICHHUS

<100000/MKka | KIMHUYECKH 3HAYMMasl TPOMOOIIUTONICHUS

50000/Mkn1  — | HU3KMM PHCK CHOHTaHHBIX M  XHPYPrMYECKHMX KPOBOTEUECHUH  (pHCK
100000/mx KpOBOTEUYEHMSI BO BpEMS NIPOBEIECHUS MAHUITYJISILIMNA YacTO NEPEOLICHUBAETCS U
TMM TMAIeHTaM OTKa3bIBAIOT B BBIOJHEHUU OHOICHHA, 3MHUIYypaTbHON
AHECTEe3MH, KOJIOHOCKOIINH)

20000/Mkn1 - | HU3KMH PHCK CHOHTaHHBIX KpPOBOTEYEHHUH, BBICOKHI PHUCK XHUPYPrU4eCKOTo
50000/mxa KpOBOTCUECHHUSI.
< 20000/MKn YBEJIUYEH PUCK CIIOHTAHHBIX U XUPYPIrUYECKUX KPOBOTCUCHUH.

Onna no3a adepe3HbIX TPOMOOIMTOB MM 6 103 TPOMOOIMTOB OT pasHBIX JOHOPOB
MOBBIIIAIOT YPOBEHb TPOMOOILIUTOB Yy cpeaHero B3pocioro uenoseka (70 kr) Ha 50000/mMxi — mpu
YCIIOBUM OTCYTCTBHUS y TNMAaIlMEHTA AJJIOMMMYHHU3ALUN U NP HOPMAJIBHOM CKOPOCTH pa3pylICHUs
TpoMOOIIUTOB. OXKUTaeMbIi IPUPOCT MOKET OBITh HE TOCTUTHYT MPU JIUXOPAJIKE, CINICHOMETATHH.
[Tpu runorepmun (<35°C) u atmnose (pH <7,2) tpancdys3ust TpoMOOIMTOB HE UMEET CMbIcia. B
YCIIOBUAX MOBBIIIEHHOTO MOTPEOICHUSI TPOMOOLUTOB UX YPOBEHB CIIEIyeT PEryJsIpHO IMPOBEPSATH
(mepBBIf pa3 — cHycTd OAWH Yac TOcie TpaHC(y3uH), YTOOBI OINpPENEeNUTh MOTPEOHOCTH B
MOBTOPHOM TpaHC(HY3UH TPOMOOIMTOB. AJUIOMMMYHHM3HPOBAHHBIM MaIlieHTaM B OaHKE KPOBHU
WHANBUAYATBHO TIoa0upatoTcs noaxossmiue mo HLA adepesnbie TpoMOOIMTEI OT OJTHOTO JIOHOPA.
I'pynmna KpoBH AOHOpa TPOMOOIIMTOB M HMX PELMIIMEHTa HEe 005A3aTeNIbHO JOJDKHBI COBIAAATh.
OnHako MpH NEepeIuBaHUU TPOMOOIMTOB Rh-HEraTMBHBIM pEelMIIUEHTaM, OCOOCHHO >KEHIIMHAM
JETOPOIHOTO BO3PACTa, TOTO HEOOJIBIIOTO KOJIMYECTBA IPUTPOIIMTOB, KOTOPOE BCET 1A COACPIKUTCS
B TPOMOOKOHIIGHTpAaTe, MOXET OKa3aThCsd JOCTaTOYHO Uil ceHcuOmnumzamuu. IlosTomy 3TUM
MalMeHTaM cjelyeT BBOJAUTh TPOMOOIUTHI, OJTyuyeHHbIe OT Rh-HeraTMBHBIX JOHOPOB.

Tpancdysus TpoMOOIMTOB NMPOTHBOINOKA3aHA MPHU TE€MOJIUTUKO-YPEMHYECKOM CHHIPOME,
rernapuH-UHIyIUPOBaHHOW  TpomOonuroneHud. Tonbko B cilydyae  KM3HEYTPOXKAIOIETO
KPOBOTEUEHHSI BO3MOXKHO TNEpeIMBaHUE TPOMOOKOHIIEHTpaTa OONBHBIM C WAMONATUYECKON
TPOMOOIIMTONIEHNYEeCKON Mmypnypoi, cuuapomom JIBC, amnoummyHuzanueil TpomMOOLMTOB C
BBICOKUM TUTPOM pEakTHBHBIX aHTUTEN PRA.

PyKkoeooaugue npunyunsl no nepeausanuio mpomooyumoes (IA)

1. AKTHBHOE KpOBOTEUCHHME M KoJM4ecTBO TpomboruToB <50000/MKn wnM J0Ka3aHHAs
mucyHKIUsT  TpoMOOIMTOB  (YpeMmus, IUArHOCTUPOBaHHAs TPOMOOLUTONATHS TOCIHE
KapAUAJIbHOTO LIYHTA).

2. OrcyTcTBHE MPU3HAKOB AKTUBHOT'O KPOBOTEUECHHUSI, HO HAJTMUUE CIIETYIOIIETO:

— BpeMeHHas muenocynpeccus u TpoMmOomuthl <10000/mxn (<20000 /MKIT Tpu HATHYUU
JMXOPAJKH WIM HE3HAYUTEIILHOTO KPOBOTEUCHHS);

— HeoO0XOAMMOCTH BBIMIOJHEHHUS OOJIBLION ONepanuy WIM MaHUMYJSIUA Ha HEHTpabHOU
HEPBHOM cucteMe 1 KoiaruecTBo TpoMOoruToB <100000 /mKt;

— Jpyrue OIepaluyd WIA MpoLeaypbl, MPU KOTOPBIX HMEETCS PUCK MOTEHIUAIBLHOTO
KpPOBOTEUEHHS U KoJm4ecTBO TpombormToB <50000/mK1;

— HeoOXOAMMOCTb BBIIIOJHEHHUS OINEpPAlMU WM MpoLenyp Yy MalueHTa C H3BECTHOU
mucyHkpeir TpoMOouuToB (TpoMOacTeHus [ 'naHnMaHa, ypemus), y KOTOPOTO Ipyrue
MepHI (AECMOTIPECCHH, TUANIN3) MOTYT OBITh HE3(h(HEKTUBHBIMHU.

IIPUOBPETEHHBIE HAPYIIEHUS OBPA3OBAHWA TPOMEBOIIATOB
Hapymenue npoayKiuu TpoMOOLIUTOB MOXET ObITh 00YCIOBICHO MOBPEXKICHHEM KOCTHOTO
MO3ra, B 3TOM Cllydae CTpPaJaroT BCE TPU TI'EMOIOITUYECKUX POCTKA U pa3BUBACTCSA arulasus
KOCTHOT'O MO3ra (arjacTuyecKas aHeMusi). Y MEHbIIEHHE COIEP KaHNUsI METaKapHOLIUTOB B KOCTHOM



MO3re Ha0JII0JaeTcs BO BPEeMsl JIyueBOM M XMMUOTEPAINUHU 3JI0Ka4eCTBEHHBIX HOBOOOPA30BaHMIA; B
pe3yabTare IEHCTBHSA pPslla TOKCHUECKMX BEIIECTB, HampuMmep OeH30sla M WHCEKTHLUAOB; TpPHU
NPUMEHEHUH Psijia JICKApCTBEHHBIX IMPENapaToB: THA3HIHBIX JUYPETHKOB, CIUPTA, 3CTPOTCHOB,;
IIpU BUPYCHBIX TenaTutax. MHQUIbTpanms KoCTHOTO MO3ra 3JI0Ka4eCTBEHHBIMH KJIETKAMHU TOXKE
BBI3BIBACT HapylleHHe TpoMOomo33a. Omyxoiau caMoil KpPOBETBOPHOW CHUCTEMBI - MHEIOMa,
OCTpbIM Jeliko3, nuMdoma, a Takke MuUeNonpoaudepaTUBHbBIE 3a00JeBaHUSA TaKXKE YacTo
NPUBOAAT K HApYIICHUSM TPOMOOIO033a; peke BCTPEUAIOTCS MeTacTaTHUecKas KapIHHOMa U
6one3np ['ouepa. HeapdexTuBHbI TpoMOOII033 HaOMIOAAETCs TakKe MpU JAePHUIUTE BUTaMUHA
B, u donueBoii KUCIOTHI, BKIIOYAs MALMEHTOB C aJKOTOJU3MOM U HApYyLIICHUSAMU METa0oIr3Ma
¢donmeBoil KuCIOTH. B naHHOM ciydyae Bce HapylleHUss 0Opa3oBaHUS TPOMOOIIMTOB OBICTPO
perpeccupyioT Ha (oHE a/leKBaTHOW BUTAMUHOTEPAIINH.

Takmuka nepuonepayuonnozo eedenus. llpu HapylieHusX TpomOOMoO’3a BCIEICTBUE
aHOMAQJIMH METaKapuUOLIUTOB JUIi OCTAHOBKM KPOBOTEUEHHH JHMOO TpU HEOOXOIUMOCTH
MIPOBEACHUS HEOTJIOKHBIX OTIEPATUBHBIX BMEIIIATEIILCTB nokazaHa  TpaHc(y3us
TpoMOOKOHIIeHTpaTa. HapymieHus Tpom0O01o33a, CBs3aHHBIE ¢ ACPUIMTOM BUTaMHHA B, wuimu
¢donmeBoil  KUCIOTHI  KOPPUTHUPYIOTCS ~ Ha3HAYCHHEM  COOTBETCTBYIOIIMX  IIPEraparos.
Hopmanu3zamust ypoBHS TPOMOOIIMTOB B 3TOM ClIydae HPOHCXOJUT Yepe3 HECKOJIbKO JHEH U
NEPEeIMBAHUS JTOHOPCKUX TPOMOOLIMTOB, 32 HCKIIIOUYEHUEM SKCTPEHHBIX CUTYallul, He TpeOyeTCs.

IMOBBIIIEHUAE CKOPOCTHU PA3PYILIEHUS TPOMBOLIMTOB HEUMMYHHOMR 3THOJIOT' AU

K 3aboneBanusiM, 00yCIIOBICHHBIM TOBBIIICHHONW CKOPOCTBIO pa3pymIeHUS TPOMOOIUTOB
HEMMMYHHOH TPHPOJIBI, OTHOCATCS TpomOoTHyeckass TpomOoumronenuueckas mypmypa (TTID),
remonutuueckuii ypemudeckud cungapom (I'YC) u HELLP-cunnpom. Hecmotpss Ha TO, 4TO
MaTOreHe3 KaKJI0ro M3 3THX 3a00JIeBaHMM OTIMYEH OT JPYTHX, BCE OHM MOTYT MPUBOAUTH K
TpOMOOOOPa30BAHUIO U PA3BUTHIO OPTaHHON HETOCTATOYHOCTH.

Tpomoomuueckas mpomoéoyumonenuueckasa nypnypa.B cumnromoxomiuiekc TTIT Bxoaat:
JIMXopajka; TpoMOouuToneHus 6e3 adoparopusix npuszHakoB ABC (Hopmansasie [ITB, AUTB u
ypoBeHb (UOPHHOTEHA); MHOXECTBEHHBIE OKKIIIO3MHM MEIKUX KPOBEHOCHBIX COCYIOB (CTYCTKH
TPOMOOIIUTOB) C TOpPaXCHHWEM IOYEK, LEHTPaIbHOH HEPBHOW CHUCTEMbI, MHOTAA — KOXH U
JUCTANbHBIX CErMEHTOB KOHEYHOCTEH; MHUKPOAHTHONMATHYECKas TIeMOJIMTHYECKas aHEeMUs
(cmencTBME MEXaHMYECKOW (parMEHTAllMM SPUTPOLUTOB TMpPHU MPOXOXKICHHUM HX uepes3
3aKyMOPEeHHbIE TpoMOoIuTamMu aprepuoibl). OmHako Hambolee dYacTo HaOMIONAIOTCS TPU
cUMITOMa:  (parMeHTanusi JPUTPOLUTOB, TPOMOOIMTONEHUS U  TIOBBIIICHHE  YPOBHS
JAKTaTACTUAPOTEHa3bl B KPOBU BCIEACTBHE TEMOJHM3a; HAJIMYUS 3TOM TpUAIbl CHMIITOMOB
JNOCTAaTOYHO JUIsl NMOCTAaHOBKM auarHos3a. TTII mMoxker mopakaTb Leable CEMBH; MOXKET HOCUTH
CIOpAaaUYecKUil XapakTep M BO3HUKaTh Oe3 BHUAMMON mnpuuuHbl (uauomnaruueckas TTII);
NPUHUMATh XPOHHUYECKUI PEUAMBUPYIOUIMHA XapaKTep; pa3BUBATHCS KaK OCIIOKHEHHE IOCIe
TPAHCIUIAHTAIlUM KOCTHOTO MO3ra WM KaK MOOOYHBIN 3(QEKT MpH JI€YSHHUH, TUKIOMUIAUHOM,
MUTOMUIIMHOM C, UHTEPPEPOHOM-0, IMEHTOCTATMHOM, TI€MIUTA0MHOM, TaKpPOJIMMYCOM HIIU
mukiocnopuHoM. TTII — aTo Hanbomnee spKkuii MpUMEp MOBBIICHHOTO Pa3pyIIeHUs] TPOMOOIIMTOB
BCJICJICTBHE WX AaKTHBAllUM, arperaiuu u TpoMOOOOpa3oBaHUs C Ppa3BUTHUEM OpraHHON
HEJOCTaTOYHOCTU. B  OCHOBe maroreHe3a JIGKUT CHI)KEHHE AaKTHMBHOCTU  IIPOTEa3bl,
nerpagupyromeit ¢akrop BumneOpanga (nepumur ADAMTS13), obOycioBneHHoe MyTauuei
koaupytouiero ee rena ADAMTSI3; 3T0 NpUBOAUT K TOMY, YTO B KPOBU ITOCTOSIHHO LIUPKYJIUPYIOT
CBEpXKpyHHbIe nonumeps! hakropa Bunedpanga (CKDB).

TI'emonumuxo-ypemuueckuii cunopom. I'YC Hambornee dvacto pa3BHUBaeTCsS Yy JHeTed ¢
nuapeeid, oOycnoBinenHoi Escherichiacoliwnm ponctBeHHbMEH €l OakTepusimu. 3aboseBaHue
HAYMHAETCS C Pa3BUTHS OYEYHONW HEAOCTATOUHOCTH; TPOMOOIIMTOIICHUS U aHEMHSI BBIPDAXKEHBI HE
TaK 3HauuTeNnbHO, Kak npu TTII, kpome TOro, OTCYyTCTBYET HEBPOJIOIMUECKasl CUMIITOMAaTHKa. 3a
UCKIIIOUYEHUEM PpEIKUX ciydaeB Tspkenoro TteueHuss ['YC 'y HOBOPOXKIEHHBIX, IPOBEICHUS
mwia3madepesa wiu tpancdyszuun C3I1 He TpeOyercs. B OompmmHCTBE ciydaeB 3aboseBaHue
perpeccupyer caMoCTOSTEIbHO Ha (POHE TeMOAMAIM3HON NOJAEPKKHU, YPOBEHb CMEPTHOCTH
coctaBiisieT MeHee 5%. HampoTus, y B3pocibix npu unHpumupoBanun E. coliMoxeT pa3zBuBaThCs



cuaapom, couetaromuii B cede yeptsl I'YC u TTII ¢ HeCKOIbKO MeHee BBIPaKEHHBIM MOPaKEHUEM
MoYeK. YPOBEHb CMEPTHOCTH CPE/IU JIETEl CTapIIero BO3pacTa M B3POCIBIX Oosiee CyIIeCTBEHHBIH,
MOSTOMY JICYCHHE JOJDKHO BKJIIOYATh M T'eMOAMAIN3, M IUIa3MOOOMEH BHE 3aBHCHMOCTU OT
XapakTepa 3a00JieBaHUsI.

HELLP-cundpom. TpoMOOITUTONICHUS YacTO OCJIOXKHSET TeueHue OepeMeHHOCTH. Bo Bpems
O0epeMeHHOCTH Yy 6-7% SKEHIIMH HaOMIONaeTcs yMEpeHHas TpoMOOIMTONEHusI (ypOBEHb
tpomborToB oT 70000 10 150000 B MKII) — OHA SIBISIETCS CIEICTBUEM TEX K€ (PU3HOIOTUYECKIX
U3MEHEHMH, 4YTO JIe)KaT B OCHOBE PA3BUTHUS AWIIOIMOHHONW aHeMuu OepeMeHHBIX. Y 1-2%
OepeMEeHHBIX TPOMOOLIMTOIICHHS COUETAeTCs C THIepTeH3ueH, a y 50% >KeHIMH ¢ IPedKIaMIICUei
U K MOMEHTY ponoB pa3BuBaercs JIBC-mogo0HOE COCTOSHHE C TSDKENOH TpOoMOOIMTONEeHUEH
(ypoBenb TpomboruToB 20000 - 40000 B Mxi). D10 cocrtosHue monyumiao HazBanue HELLP-
cuaapom: rtemonu3 ospurpouutoB (H — hemolysis) coderaercss ¢ TOBBIIIEHHEM YPOBHS
neyeHoyHbIX (hepmenToB (EL — liverenzymes) u tpomboruronenueit (LP — lowplatelet). C Touku
3perns natopuznonorun HELLP-curnpom odenp moxox nHa TTIL. [lng ycmemHoro nedeHus
HEO0XO/IMMO KOHTPOJIUPOBATh apTEPUATIbHOEC JABJICHUE IALMEHTKH, BBI3JIOPOBICHHUE OOBIYHO
IIPOUCXOJUT CaMOIIPOU3BOJBHO TOCJE 3aBeplIeHUs poaoB. OAHAKO Yy HEKOTOPBIX MAlMEHTOK
II0CJIE POIOB MOKET pa3BUBaThCs pa3BepHyThll cumnromokomiieke TTII-I'YC. Ilocneponosas
TTII — 370 TsDKENOE yrpoXKarolee KU3HU 3a00JIeBaHUE C TNIOXUM IPOTHO30M.

Takmuka  nepuonepayuonnozo  6edenuna.OCoOOCHHOCTH  BEICHHMS  MAIUEHTOB  C
HapyIIEHUSIMH TPOIIECCOB Pa3pylICHUsT TPOMOOIIMTOB 3aBUCAT OT JHarHo3a 3aboJeBaHusl.
[TpoBoauth TpaHchys3uto TpombOoruToB manueHtam ¢ TTII wm I'YC cnegyer nwmibe 1o
KU3HEHHBIM IOKa3zaHusAM (yrpoxaromee xu3Hu KposoreueHue). [lpm TTII wmm I'YC
MOTEHIMATBHBIN PUCK, CBA3aHHBINA ¢ TpaHcdy3ueil TpOMOOIIMTOB, 3HAYUTEIHHO MPEBOCXOJUT BCE
OCTaJIbHBIE PHCKH: TOCJIe TpaHC(PY3UH BCIECACTBUE BBIPAKEHHOM AaKTHBAlMM W arperamuu
TPOMOOIIUTOB MOXXET YCYIyOJIATBCS TpOMOO3 M CBS3aHHAs ¢ HUM OpraHHas HEAOCTaTOYHOCTh
(BIUIOT 110 BHE3allHOM cepaeuyHOM cMepTH). Bce Xupypruueckue BMeEIIATENbCTBA 110
BO3MOKHOCTH JTOJDKHBI OBITh OTJIOKEHBI 70 CTaOMJIM3AIlMM COCTOSIHHMS TMAIlMeHTa M yCTPaHEHUS
MpUYWH, JIekamux B ocHoBe 3aboneBanus. Jleuenne 'YC um HELLP-cunapoma HECKOIBKO
ornyaercsa. Y gereit mia nedenuss ['YC mmasmadepe3 oObIYHO He TpeOyeTcsi, OJHAKO IpH
TSDKEJION TMMOYEeYHOM HEJOCTaTOUYHOCTH MOXKET norpedoBarbesi remoaunanu3. HELLP-cunapom, kak
U SKJIAMIICHS], TIOCJIE POJIOpa3pelIeHus OOBIYHO CaMOIPOM3BOIBHO perpeccupyet. OHaKo HHOTAA
on tpanchopmupyercss B TTII-momoOHBII TOCAEPOAOBBI CHHAPOM, B 3THX CIy4asX CpPOYHO
TpeOyercss mina3MooOMeH. IIpum pa3BUTMM OpraHHOM HEJOCTATOYHOCTH MPOTHO3 OOBIYHO
HEeOIaronpHusITHHIMN.

ITOBBIIIEHUE CKOPOCTHU PA3PYILIEHUS TPOMBOLIMTOB AYTOUMMYHHOM 3TUOJOI MU

Yacto TpoMOOLMTOIEHHSI Pa3BUBAETCS MPHU ayTOMMMYHHOW MaToJOTHH. TshKecTh ee IMpH
3TOM 3HAYUTENILHO BapbHpyeT. B HEKOTOPHIX caydasx ypoBeHb TpoMOOUUTOB cHIkaercs 1o 1000-
2000 B Mk, B apyrux - He omyckaercs Hrke 20000/Mkn wiud BOOOIIE MOXET OBITh MOYTH
HOpMaJIbHBIM. J[MarHo3 WMMYHHOW JECTPYKIMU TPOMOOIIMTOB BBICTABIISIETCS HA OCHOBAHUU
KJIMHUYECKMX IIPU3HAKOB, YBEJIWYEHMUsS KOJUYECTBA PETUKYJApHBIX (comepxkamux PHK)
TPOMOOIIUTOB B KPOBH U YBEIMUYEHHS KOJIMYECTBA U IUIOMTHOCTH METraKapHOIUTOB B KOCTHOM
Mo3re. YBelIuyeHHe OOIed Macchl MErakapuOLUTOB B KOCTHOM MO3T€ B OTCYTCTBHHM IMPOYUX
OPUYMH CYMUTACTCd NPU3HAKOM KOMIICHCALIMM HU3KOTO CpOKa JKU3HU TPOMOOIIMTOB B
nepugepudeckoit KpoBH.

Jlekapcmeéennasa aymoummynnaa mpomoéoyumonenuveckaa nypnypa. Hekoropsie
JICKapCTBEHHBIC TMPErapaThl CIIOCOOHBI BBI3BIBATH PA3BUTHE HMMYHHOW TPOMOOLUTONCHHH.
Haubonee moiaHO M3y4eHO AeicTBHE XWHWHA, XUHUANHA U ceaopmuaa (sedormid). YV manueHTOB
pa3BUBaeTCA TsDKENas TPOMOOLUTONIEHUS CO CHIDKEHHEM YPOBHs TpoMOouuToB Hike 20000/MKiI.
OTH JeKapCTBEHHbIE Mpenaparhl JACUCTBYIOT KakK TalTeHbI, 3alyckas oOpa3oBaHUE AaHTHTEN, a
3aTeM CIy’)KaT Kak OOJUraTHbIe MOJICKYJBbl JUIS CBSI3BIBAHUS AHTHTEN C IOBEPXHOCTHIO
TpoMOoOIMTOB. [laske Mpu MepBOM BBEACHUH JIEKAPCTBEHHOI'O IpenapaTta yKe uepe3 HECKOJIbKO
YacoOB MOJKET Pa3BMUBATHCS TsDKETAass TPOMOOLMTONECHHS H3-3a HAJIUYUS y TalMeHTa TOTOBBIX



antutels. Takoe pazButue coObiTuii ¢ pazHoit yactoroii (0%—13%) nHabmrogaercs mpu NPUMEHEHUH
abcukcumaba (peormpo) u mpounx wuHruoutopos IIb/Illa penenropoB. CrumynupoBaTh
o0pa3oBaHME AaHTUTEN CHOCOOHBI W HEKOTOpble Jpyrue mpenapatsl:  o-MeTuiJOIIA,
cyib(paHUIaMUIBI, COJIN 30JI0TA, OJHAKO OHH HE SIBJIAIOTCS OOJIMTaTHBIMU TallTeHAMHU.

I'enapun-undyuyuposannas  mpomooyumonenus. Y  OONBIIMHCTBA  TAlMEHTOB,
MOJTyYaroIuX He(ppPaKIMOHUPOBAHHBIA renapuH, B TEUCHHE MEPBOro e JHs IOce Hayajga ero
BBEJICHUS MPOUCXOAUT YMEPEHHOE CHIDKEHHE YPOBHS TpoMOorutoB — pasBuBaercs [UT I tuna
(meummyHHass TUT). Ee pa3BuTue BBI3BAaHO YMEPEHHBIM YMEHBIIEHHEM [UIMTEIBHOCTU >KU3HU
TPOMOOIIUTOB BCJEACTBHE IaCCUBHOIO CBA3BIBAHMS C HHMHM remapuHa. Bce HapymieHus
NPEeXO/IIM U KIMHUYeCKH He 3HauuMmbl. Bropas ¢opma I'MT — I'MT Il tuna wnm uMMyHHO-
onocpenoBanHas [ UT — 3acioyxuBaer 60bIIEr0 BHUMAHUS. Y MAIMEHTOB, MOMYYalOIUX remapuH
Oomee 5 naHel, MOryT OOpa30BBIBATHbCS aHTUTENA K KOMIUIEKCY TeNapuH-TPOMOOUUTApHBIN 4
¢dakTop, KOTOpble CIOCOOHBI CBA3BIBaThCS ¢ Fc-penentopamMu TpoMOOIMTOB U 3allyCKaTh
aKTHBAIIMIO M arperamuio TPOMOOLUTOB. AKTHBAIMsl TPOMOOLMTOB BeIEeT K HOBOMY
BBICBOOOXK/ICHUIO TemapuH-TpoMOonuTapuoro 4 ¢akrtopa U K 0Opa30BaHUI0 MHUKPOYACTHUIL
TPOMOOIIUTOB, KOTOphIe OO0JaJalOT TMPOKOATYJISHTHBIM jelicTBueM. Komriuieke remapuH-
TpOMOOIMTApHBI 4 (aKTOp CBS3BIBACTCS C HHAOTEIHAIBHBIMU KJIETKAMH M CTUMYJIHPYET
oOpa3oBanue TpoMOuHa. [nvivo Bce 3TO MPUBOIUT K MOBBIIIEHHOMY IMOTPEOICHHIO TPOMOOIIUTOB C
pa3BUTHEM TPOMOOIMTONCHUHM W K BEHO3HBIM H/MIM apTepUalbHbIM TpoMOo3aMm. BeposTHOCTh
pazButuss ['UT Il Tuma BappupyeT B 3aBUCHMOCTM OT THIIA M JO3bl I€lapvHA, a TaKXKe OT
MPOJOIDKUTEIBHOCTH TenapuHorepanuu. Y mnamueHtoB ¢ ['MT Ha Qone mnpomormkaromencs
rernapuHOTEPaNyy 3HAYUTEIIBHO MOBBIIIACTCS] PUCK TPOMO030B (abcomroTHbIHN prck 30%-75%).

[Ipu BBeneHMM HEPPAKLIMOHMPOBAHHOIO TEMAapHHA Ha TMPOTSHKEHUU Ooyiee MATH AHEH Y
MAIMEeHTOB CIEAYET PyTUHHO KOHTPOJIHUPOBATH YPOBEHb TPOMOOIIUTOB. CHUKEHNE KOHIICHTPALUU
TpoMOoITOB Oosee yeM Ha 50% OT MCXOIHOTO YPOBHS BHE 3aBHCHMOCTH OT a0COJIOTHBIX
3HAYEHU MOXKET CBUAETENbCTBOBAaTh O mnosBaeHun aHturen [UT I tuma wm  gukryer
HEOOXOMMOCTh OTMEHBI TelapuHa W 3aMEHbl ero Ha NPSAMOM HHTHOUTOPTPOMOMHA WIIU
UHTUOUTOp ero oOpasoBanus, Hampumep Qoumanapu.Octpas ¢opma [UT II Tuma moxer
pa3BUBaThCs IIPU NOBTOPHOM BBEJEHHUM remnapuHa B TeueHue 20 nHell mocie ero otmeHsl. [lpu
HaJIMYUU y MAllMEHTa aHTUTEI IOBTOPHOE BBEACHHUE IrellaprHa MOXKET BbI3BIBATh OCTPYIO PEAKIIUIO
C pa3BUTHEM TSDKEJOrO JIMCIHO?, MOTPSCAIOMIET0 O03HO0A, OOWMJIBHOTO IMOTOOTICIICHUS,
TUIEPTEH3UU U Taxukapauu. IIponomkenne BBeeHUS renapyHa TakKuM HalMeHTaM COINPSIKEHO C
(daTaabHO BBICOKUM PUCKOM TPOMOOIMOOIMUYECKUX OCTONKHEHUH.

Taxmuka nepuonepayuoHHO20 6eoenus nayuenmog ¢ J1IeKapcmeenHou
mpomboyumonenuei. llpu pa3BUTUM yIrPOXKAIOUIMX JKU3HU KPOBOTEUEHUN WIH IIpU
KPOBOTEUYEHMSIX B 3aMKHYTbIE aHaTOMHUYECKHE MPOCTPAHCTBA, HAPUMEP, NPU BHYTPUUEPEIHBIX
KPOBOTECUEHHSIX, TIOKa3aHa TpaHcy3uss TpoMOouuToB. OOBEeM TpaHCPYy3UH  JOJKEH
COOTBETCTBOBATh TSKECTH TPOMOOLMUTONCHUH, WMEIOIIMMCS OCJIOXKHEHUSIM U XapakTepy
OCHOBHOM matojoruu. [Ipy Hanu4yuM y nanueHTa BTOPUYHOM ayTOMMMYHHOM TPOMOOIIMTOIIEHUH,
CBSI3aHHOW C BBEACHHEM KaKHX-JIMOO JIEKapCTBEHHBIX MpEnapaToB, HEOOXOJMMO OTMEHUTh WX
npueM. Ilpy  pa3BuTMM y  MalMEHTAa  COCTOSIHUS, CXOXKEro C  MAMONAaTHYECKOH
TpomborTonennyeckoit mypmypoit (U TII), Hanpumep, BeaecTBHE preMa cyib(paMerokacas3ona,
IUIL CKOPEHIIEro BOCCTAHOBJIEHUS HOPMAJbHOTO YPOBHS TPOMOOLIMTOB MOXKHO HCIIOJIb30BaTh
KOpTUKOCTEpOuAbl. CKOPOCTh BOCCTAHOBJIEHUS HOPMAJIbHOTO YPOBHS TPOMOOLIMTOB 3aBUCUT OT
CKOPOCTH BBIBEJICHHS JIGKAPCTBEHHOIO TIpenapaTa M OT MNpoiu(epaTuBHON CIOCOOHOCTH
MErakapHoLUTOB KOCTHOTO MO3ra.

[Ipu passutnu ['M'T HE0OOXO0OUMO HEMEUIEHHO MPEKPAaTHTh BBEJICHHUE TelapuHa B JIIOOOH
¢dopme, 1axe TOro HEOOJIBIIOTO KOJIUYECTBA, KOTOPOE TpeOyeTcs ISl TeNapuHU3aluU JTUHAN JUTS
BHYTpHBEHHON wuHOy3un. Jlto0oe mpomenseHue, Naxke OKUAAHUE PE3yJbTaTOB JIAOOPATOPHBIX
MCCIICIOBAaHUM IS MOJNTBEPKACHUS CHIKEHHUS YPOBHS TPOMOOIIMTOB, TIOBBIMIACT PUCK PAa3BUTHUS
TpoM6030B. 3amena HOI' nva HMI™ He perraer mpobnemsl, Tak Kak y 0Opa3oBaBIINXCS aHTUTEN
UMeeTCsl BBIpAKCHHAs MIePeKpecTHast peakTUBHOCTh. [Ipu pa3BuTun TpomMO030B MK MPHU HATTUYUHU



MOKa3aHUM I NMPOJOJLDKEHUS AHTUKOATYJISHTHOW Tepanuu nanueHtoB ¢ ['MT mepeBoast Ha
IpsIMble HHTUOUTOPBI TPOMOMHA (HaIpUMeED, JISMUPYAUH WU apratpoban), 1160 (hoHIanapuHyKc.
Houonamuueckas mpomooyumonenuyeckaa nypnypa. TpoMOOLNTONIEHNS, HE CBS3aHHAs C
IPUEMOM KaKuX-THOO JIEKapCTBEHHBIX NpenapaToB, HHOEKUUSAMU WIA ayTOMMMYHHBIMHU
3a00JeBaHUAMU OOBIYHO KJacCU(UIUpPYeTCs KaK MIUONaTHYecKass TPOMOOLMTONICHHYECKAs
(ayroummyHHas) mypmypa (MUTII). /lnarHo3 BbICTaBiIS€TCS IIyTEM HCKIIOUEHHUS BCEX BO3MOXKHBIX
NPUYHH JTECTPYKIIMHA TPOMOOIIMTOB HEUMYHHON U UMYHHOM 3THOJIOTHH. 3a00JIeBaHUE Y B3POCIBIX
pa3BUBAETCS OCTPO, B OOJBIIMHCTBE CIy4YaeB MPOUCXOIUT Mepexo]l B XpoHunueckyto popmy UTII,
IpU KOTOPOH IS TOoJAepKaHusl OoJjiee MM MEHee HOPMAaJbHOTO YPOBHS TPOMOOIIMTOB Ha (oHE
CHIDKEHHSI JUINTENIbHOCTH MX JKU3HU TPOMCXOJHUT TMOBBIIMIEHHE CKOPOCTH MPOAYKLIUH HOBBIX
TPOMOOIIUTOB KOCTHBIM MO3TOM. YTPO3a KPOBOTEUEHUI BOZHUKAET JIMIIb [IPU OUYEHb BHIPAKEHHOM
CHIDKEHHHM YPOBHS TPOMOOLMTOB. OTO OTpa)kaeT TMOBBIIICHHE CKOPOCTH MPOHU3BOJICTBA
TPOMOOITUTOB KOCTHBIM MO3TOM U HX 0o0Jiee BBICOKYIO (PYHKIMOHAJIbHYIO aKTUBHOCTH, KOTOPBIE
KOMIIEHCUPYIOT CHM)KEHUE JJIUTEIBHOCTH MX >KM3HHM BCIEIACTBHE YCKOPEHHOH NECTpyKLHU. Y
nainenToB ¢ xponudeckoi HWTII ypoenbp TpomOouuToB 00bdHO coctaBiser ot 20.000 mo
100.000 B mkn. B Hambosee TsDKENbIX claydasx UIMTEIBHOCTh KU3HU TPOMOOIIMTOB MOKET
YMEHBIIATHCS 0 HECKOJIBKUX JHEW U Ja)Ke YacOB; NECTPYKIMS UX MPOUCXOAUT TTIaBHBIM 00pa3oM
B cene3eHke. CpoK jKM3HU MEepeIMBAEMbIX JOHOPCKUX TPOMOOIIMTOB TAK)KE COKPAILACTCS.
Takmuka  nepuonepayuoHHO20  6€0EHUs  NAUUEHMOE  C  UOUONAMUYECKOU
mpomooyumonenuveckou nypnypou. Tsoxkenas aytoummyHHass Ttpomboruronenust (UTIT) c
reMOpPParu4ecKiMU OCIOKHEHUSAMU — 3TO HEOTJIOXHOE COCTOSIHME, I JICUEHHUsS TpeOyIoTCs
KOPTUKOCTEPOUbI B BBICOKHX J103aX, KOTOpPBIE BBOJATCS Ha MPOTSDKEHUM NEepBbIX 3 nHel. [lpu
HEOO0XO/IMMOCTHU BBITIOJHEHUSI SKCTPEHHOTO0 XUPYPTrU4YE€CKOTO BMEIIATENbCTBA MM MPU HATUYUU
CHUMIITOMOB BHYTPHUYEPEITHOTO KPOBOTEUEHHUsI TpeOyeTcs Takke MHQY3Us UMMYHOIJIOOyIuHA |
TpaHcgy3us TpoMOoruToB. TpaHcdy3uss KOHIEHTpaTa TPOMOOIMTOB BO3MOXHA TOJBKO II0
BUTAJIHBIM TIOKA3aHUSAM, U TOJBKO B JIONOJIHEHHE K HMMYHOCYNpecCHBHOH Tepamuu. Ecmu
apneanss UTII coxpanstorcs ©Oonee 3-4 MecsilieB, TO BEpPOSATHOCTH CaMOCTOSITEIHLHOTO
BBI3JIOPOBJICHUS] YPE3BBIYAfHO HM3KA. B Takux ciyyasx NpH CHIKEHHHM YPOBHS TPOMOOIIMTOB
Hwke 10.000-20.000 B MKI cienyeT paccMaTpuBaThb BOIPOC O BBIINOJHEHUHM CIUIEHIKTOMUMU.
[Tpubnuzurensho B 50% ciryuaeB mociie CIICHIKTOMHUH Pa3BUBAETCS CTOMKAs pEMHUCCHSI.

S. IPUOBPETEHHBIE HAPYIIEHUA ®YHKIIUU TPOMBOLIUTOB

[IpuoOperennsle  HapymieHHss  (QYHKIMM  TPOMOOLMTOB  pa3BUBAlOTCI Ha  (oHE
IeMOIOATHYECKOW TAaTOJIOTUH, CHUCTEeMHBIX 3a00JeBaHMH W B pe3ylbTaTe IMpHeMa psana
JIEKapCTBEHHBIX IPENapaTroB. 3a4acTyl0 OSTH HApylIEHUs HACTOJIbKO XapaKTEpHbI, YTO IS
IIOCTAaHOBKM JMAarHo3a JOCTATOYHO JIMIIb HAJIW4Msl OINPEIEICHHBIX KIMHUYECKHUX YCIOBUN WU
CBEJICHUN O NPUEME TEX WIM UHBIX JICKAPCTBEHHBIX IIPENIApaTOB.

Y mnauueHToB € MuenonpoaudepaTUBHONW MAaTONOTHEH (C MCTUHHON MONUIUTEMUEH,
MHUEIIOUIHOU MeTallIa3ueu, HUIAONATUYECKUM Muenopuopo3om, JCCEHLUAIbHON
TPOMOOIIUTEMHUEH, XPOHMUECKOW MMEJIOTeHHOW JeliKeMHel) 4acTo pa3BHBAIOTCS HAPYIICHUS
¢GyHKIMU TPOMOOIMTOB. Y HEKOTOPHIX M3 HUX 3HAYUTEIHHO MOBBIIIEH YPOBEHb TPOMOOIMTOB M
HMMEETCs CKJIIOHHOCTH K IOBBIIIEHHOW KPOBOTOYMBOCTU U K Pa3BUTHUIO ApTEPUAIbHBIX U BEHO3HBIX
TpOoMOO30B, HJIM U TO U Jpyroe. Y MalUeHTOB ¢ UCTMHHOW MOJIMIUTEMUEH yBeTUUeHHe o0beMa
LUPKYJIUPYIOIIEH KPOBH M IOBBIIICHUE €€ BA3KOCTH CO3JAOT JOIOJIHUTEIIbHBIC YCJIOBMS IS
pa3BuTHs TpomO030B. JIaGopaTopHbIe MPOSBICHUS MOTYT 3HAUMTEIBHO BapbHpoBaTh. Hamboiee
CYLIECTBCHHBIE U3 HUX 3aKIIOYalOTCs B HAPYLICHUH aJpPCHAIMH-UHIYLMPOBAHHOW arperanuu
TPOMOOIIUTOB.

VY nanueHToB ¢ ypeMuei BhIpaKeHHOCTh HapyIIeHUs! (YHKIIUU TPOMOOLIUTOB KOPPEIUPYET C
TSOKECTBIO ypeMuu M aHemuu. Ha ¢oHe ypemun Hapymiaercsi ajaresus, akTHBALMsS M arperamus
TPOMOOIIUTOB U TOBBIIIAECTCS MPOAYKLUS TpoMOOkcaHa A,. BpeMms cBepThIBaHHS KpPOBU Y
OOJIBIIMHCTBA TMAIMEHTOB C ypeMmuel ypenmuuBaercs 10 30 u Oonee MUHYT. Bce HapymieHus
YCTPaHAIOTCS € MOMOIIbI0 remoaunanusza. YBennueHne BCK mpu ypemun oOycioBI€HO, B TOM
yuciae M aHeMMeH, TaKk KakK IOocje MpOBeNeHHs TreMoTpaHcy3uu wiM Ha (GoHE Ha3HAUYCHUS



SPUTPONOATHHA MPOUCXOJUT €ro YKopoueHue. BeposaTHbiii MexaHu3M 3Toro 3¢ ¢ekxra B TOM, YTO
MOTOK KJIETOK KPAacHOM KPOBU B IEHTPE KPOBEHOCHOT'O COCyAa U 0ojiee BBICOKUN T'€MaTOKPUT
"BbIIBUTAET" TPOMOOIMTHI K Nepu(eprn U YBEIMUUBACT UX B3aUMOJICHCTBHS C SHOTEIIHEM.

Jlpyrue MeTOIWKH, KOTOpbIe OKa3aluch dS((PEKTUBHBIMU, BKJIIOYAIOT HAa3HAYCHHE
necMornpeccuHa (opMa Ba30NMpecCHMHa, KOMMEPUYECKOE Ha3BaHME IpernapaTa, MMEIOUIerocs B
Poccun - MuHUpHMH), KpUONpeLUIIUTaTa U OCTPOreHoB. JlelicTBHME JecMolpeccMHa U
KpUONpEUUNUTaTa HAYMHAETCS B TeUeHNE |5 MUHYT U 1uTCs B TeueHue 4 - 6 4acos.

Hekotopble mexapCTBEHHbIE IperapaTbl TaKKe OKa3bIBAIOT HEraTUBHOE BIMSHUE Ha
(GYHKIMIO TPOMOOIMTOB. XOpOLIO H3BECTHO O JCWCTBMM Ha TPOMOOLMTHI acHUpuHa WU
HecTepouaHbIX NpoTuBoBOocnanuTeNnbHbIX cpeacts (HIIBC). C Touku 3peHusi KIMHUKU BCE 3TU
IpernapaTsl ABJISAIOTCS CIa0bIMU MHTHOUTOpaMH (YHKIIMHA TPOMOOLIMTOB U caMU MO ceOe OOBIYHO
HE BBI3BIBAIOT TSDKENBIX KpoBoTedeHHH. OnHako Ha (oOHE NEHCTBHS APYTUX OTATYAIOMIUX
(dakTOopoB (MPUMEHEHHE AHTUKOATYJSHTOB, HapymieHue nestenbHocTH JKKT, xupypruueckue
BMEIIIATEIbCTBA) OHU BCE-TaKH CIIOCOOHBI MPUBOAUTH K PA3BUTHIO KpoBoTeueHUi. Hekotopswie
MUIIEBbIE MPOIYKTHI W muiieBble 100aBku (BuTamuubel C u E, omera-3 »upHble KHCIOTHI, TpUO
KHUTAICKOTO YEpHOTO JiepeBa) TaKKe MOTYT OKasbIBaTh 0OpaTMMOE MHTHOMpYIOIIee BIUSHHE Ha
TPOMOOIUTHI. AATe3UI0, aKTUBALMIO M arperaluio TPOMOOLMTOB YTHETAIOT TaKKe NEeHULIUIUTUHBI
(KapOCHULIWIIIIMH, TEHUIWUINH, TUKAPIWUIMH, aMIUWLIWIINH, HAaQIWUIMH), 1e(atoCIOpHHEI
(Mokcanaktam, 1edorakcum). s pa3BUTHS KpPOBOTE€UCHUH Ha ()OHE BBEIEHHUS aHTUOMOTHKOB
TpeOyeTcss HaJMyue MOMOJHHUTEIBHBIX OTATYaroIluX (akTOpOB, TaK KaK IPU HA3HAUYCHUH HX
OTHOCHUTEIIFHO 3/I0pPOBBIM MNAallMEHTaM KPOBOTEUYEHUH OOBIYHO He HaOmonaercs. CyliecTBEeHHOE
BIMSIHUE Ha (YHKLUHIO TPOMOOIIMTOB OKAa3bIBAIOT JEKCTPaHbl. [ MAPOKCHATHIIKpaxManibl B
MEHBILIEH CTENeHU BIMAIOT Ha arperanudio TPOMOOUUTOB, HaHHBIM 3(dekr 3aBucuT OT
MOJICKYJIIPHOTO BeCa KPaxMalloB — HAMMEHbIIIEe BIUAHUE Ha (DYHKIIMIO TPOMOOLIMTOB OKa3bIBAIOT
Hu3komosekyssipasie (130/0,4) THAPOKCUITUIIKpAXMaJTbI.

Takmuka nepuonepayuonnozo éedenus. lpu TpoMOOIUTONATHSAX MPOTHO3UPOBATH PUCK
Pa3BUTHSI KPOBOTEUCHHH 110 a0COIIOTHOMY YHCIY TPOMOOLMTOB HE MPEACTABISIETCS BOZMOKHBIM.
B cnyyasx, korga uMeeTcs CyIIeCTBEHHBIN PUCK pa3BUTHsI KPOBOTEUCHHUH, TpedyeTcs TpaHchy3ust
JOHOPCKUX TpoMOonuTOB. [ oneHku 3¢h(HeKTUBHOCTH JIeUeHHs MPOBOAUTCS aHAIHM3 (PYHKLIUU
TPOMOOIIUTOB WJIM BBIMOJHSAETCS TpoMOoanactorpadusi. Hapymenune ¢(yHKIMH TpOMOOIIMTOB
pasBuBaerca npu runorepmun (<35°C) m aumpose (pH<7,2), nostomy mnepennBaTth TOHOPCKUE
TPOMOOIIMTHI TAlMEHTY, WMEIOIIEMYy TUIOTEPMHUIO W/WIM auuo3, HE HMEeT CMbIcia 0e3
KOPPEKLUHU ITUX HAPYLICHUM.

1. HACJEACTBEHHBIE HAPYIIEHUA CUCTEMbI TEMOCTA3A

Haubosiee yacTbiMM HacleACTBEHHBIMH HAPYIICHUSIMH T'€MOCTa3a, ¢ KOTOPHIMH BO3MOXKHO
CTOJIKHYTBCSI BO BpeMsI TIEPUOIIEPALIMOHHOTO NIEPUO/IA, SBIISIOTCS:
remoduius A,
- remodwius B,
- ©Oouse3np Bunnebpanna,
- a¢pubpuHOTeHEMUS,
- pedunur 11, V, X dakropos,
- nedunut VII dakropa,
- nedunut XI pakropa,
- pedunur XIII dakropa,
- TPOMOOIMTONECHUH,
- TpOMOOIMTONATHH.
B Tabnauue 8 mpexacraBieHbl JaHHBIE O YacTOTE BCTPEYAEMOCTH HAcCIEICTBEHHBIX
KOaryJIonaTuu.



O6uwme npuHIMIE IUpPEepeHIHATFHON TUArHOCTUKY HACIEACTBEHHBIX KOAryJIomaTHi

npenacrasieHsl B Tabnuie 9. CKpUHUHIOBBIMM JUAarHOCTHUECKMMM TecTamM siBisitorcs AUTB u
[1TB, ux u3MeHeHue TpeOyeT BBIMOJIHEHUS CHEIM(PUUSCKUX JTOTOIHUTEIBHBIX UCCIIE0BaHUH, Ha
OCHOBAHUU KOTOPBIX U MTOATBEP)KIAETCS HAIMYME TOM MM MHON HACJIECTBEHHON KOAryJI0NnaTHH.

Tabnuua 8
YacToTa BCTpE4aeMOCTH HACJIEICTBEHHBIX KOAr'yJIONaTHI
Koarynonarus YacroTa BCcTpe4aeMOCTH
Iemodumust A 1:5000 >x1BBIX HOBOPOKAEHHBIX MYyXCKoro noia (80-85% Bcex
reMopuIni)
I'emodunus B 1:30000 »)MBBIX HOBOPOXAEHHBIX MY>KCKOT0O I10JI1a
Bonesns ¢pon Bunnebpanna 1:300000 uenoBex
Adubpunorenemust 1:1000000 Hacenenus
Hedunut X, V dpaxkropoB u BripaxkeHHbIl 1epuuuT HaOMI0gaeTCsl JOCTATOYHO PEIKO
npoTpoMOuHa 1:1000000 »uBBIX HOBOPOKIAECHHBIX (2yTOCOMHO-PELIECCUBHBIN
THUI HACJIEAOBAHMS)
Hedunur VII pakropa 1:500000 Hacenenus
Hedunut XI pakropa 1:1000000 Hacenenus
Hedumut XIII pakropa 1:5000000 yenoBek (ayTOCOMHO-PELIECCUBHBIN TUIT HACTIEAOBAHUS)

Tabmumna 9
JlnddepennnanpHas TMarHOCTUKA HACJICICTBEHHBIX KOATYIOMATHH
Jlnarnoctuka
Koarynonarus IITB AUTB JlonmoaHUTEIbHBIE METOIbI
Iemodumus A - ++ VYposens aktuBHocTH VIII dakTopa
I'emodunus B - + VYpoBenb akTuBHOCTH [X (akTopa
bonesnsr BumieOpanga - +/- NunyunpoBanHas arperauus ¢

PHUCTOLIMTUHOM, aKTUBHOCTH (haKTopa
Bunebpana, KOJIM4ecTBO TPOMOOLIMTOB

Ac¢ubpuHoreHeMus - - TB, ¢pubpuHOTeH 1 ero aKTUBHOCTH,

PCITUIIA3HOC BPpCMA CBCPThIBAHUSA

Hedumur X, V ¢ u + + AXTHBHOCTb (haKTOpPOB
npoTpoMOnHa
Hedunut VII § + - AKTUBHOCTB (haKTOpa
Heduuut XI ¢ - + AKTUBHOCTB (haKTOpa
Heduuunt XIII ¢ - - AKTUBHOCTH (haKTOpa

- HE U3MEHAETCH ~++ BBIpAXKECHHOE YIJIMHEHHUE

PeKOMeH()aI/ﬂ/lu no npoeedeHwo onepauuﬁ Yy nayuenmoes c HACIe0CMBEeHHbIMU Hapyweruimu

cemocmasda.

ChopmynupoBaTh MONHBIA TEeMOCTAa3HOJOTHYECKHH  auarHo3. llpm  HeoOXoammocTu
MIPOKOHCYJIbTUPOBATHCS C TEMATOJIOTOM.

YI0CTOBEpUTBCS, YTO TNOKA3aHMUS JUIsI TPOBEIACHHS BMEIIATENbCTBA Yy MAlMEHTa HE
OTJIMYAKOTCS OT TAKOBBIX I F€MOCTA3UOJIOTHYECKH 3J0POBOIr0 MalMeHTa.

Pa3paboraTs m1aH XUPYpPrUdecKoro JCUeHHs MalueHTa U CIIeA0BaTh EMY.

Csi3aThCsi ¢ 0AHKOM KPOBH.




— OTMEHUTH BCE BHYTPUMBIIICYHBIE MHBEKIIUH, 0COOEHHO B JI00TIEPALIMOHHOM MEPUOJIE.

- MWzberatp mnpuema acmupuHa M AaCMUPUH-COACPIKALIMX NPENapaToB, a TaKKe MPOUYUX
aHTHArperaHTHHIX MPENapaToB.

— OmnpenenuTh HEOOXOIUMYIO TO3UPOBKY (DAKTOPOB CBEPTHIBAHUS U BBECTH MX MALUEHTY, 3aTEM
OIIPENICNIUTh YPOBEHb (PAKTOPOB CBEPTHIBAHUS B IJIa3Me (10 MHAYKIIUN aHECTE3UH).

— OcylecTBIATH TIIATENbHBII MOHUTOPHHT I'eMOCTa3a.

- TlonnepxuBath HEOOXOAWMBI YpOBEHb (DAKTOPOB Yy TMAalMEHTa TaK JOJr0, KakK 3TO

HE00X0IUMO, ITyTEM MOBTOPHBIX BHYTPUBEHHBIX HH(]Y3HUH.

OcHogHnble npunyunsl Koppexyuu oeuyuma Gaxkmopos ceepmuvl8aHusl.

Hy>xHblil pakTOp CBEpTHIBAaHHUS BBOAUTCS YTPOM HAaKaHYHE OINEpalnu.

[lepen nHAyKIMEH aHECTE3UU MPOBOAUTCS MOBTOPHOE ONPE/IEICHNE €0 YPOBHS: IMOBBIILICHHUE

ypoBHs (akTopa MeHee dyeM Ha 60% OT 0XHIaeMOro YpOBHS - HEaJeKBaTHBIA OTBET Ha

KOPPEKIHIO — MIEPBBIA ¥ €JMHCTBEHHBIN CUMIITOM HAJIMYKs HHTUOUTOpA TaHHOTO (haKTopa.

3. IlpennoyTturenbHO BBEACHHE KOHILIEHTPATOB (DAKTOPOB CBEPTHIBAHUS B BHUJE IOCTOSHHOM
uHy3uu. LleneBoil ypoBeHb AKTHBHOCTH 3aBHCHUT OT (pakTopa CBepThIBaHHUS U 00BEMa
OTIEPAaTUBHOTO BMEIIATEIIbCTRA.

4. Omepauuu Ha CEpACYHO-COCYTUCTOM CcHCTEME MOTYT NPOBOJUTHCA MAIUEHTaM C
HACJIC/ICTBEHHON TMaTOJIOTHEH KOAryJsIMOHOIO TeMOCTa3a [0 PYTUHHBIM IPOTOKOJIAM
(BBeneHHe remapuHa, MpOTaMHUHA, alPOTHHMHA U T.J.) IPU YCJIOBUU BOCIIOJHEHHS IepUIINTA
¢axTopos Ha 100%.

LleneBoil ypoBeHb aKTUBHOCTHU JA€(DUIIUTHBIX (PAaKTOPOB CBEPTHIBAHUS IPU TEMOPHIUN A WK

B, xoTOpbIif HE06X0AUMO JOCTHYB B TIEPUOIIEPALIMOHHOM MIEPUOJIE, TpecTaBieH B Tabauie 10.

Tabmuua 10
LeneBoil ypoBeHb aKTUBHOCTH JIS(UIIUTHBIX (PaKTOPOB CBEPTHIBAHUS MPU reMo(uiIny B
NepUOTIEPALIMOHHOM MIEPUOJIE

N —

HNHTpaonepauroHHas

O0BeM onepaTHBHOTO BMEIIATEILCTBA
aKTHUBHOCTbH (pakTopa

Cpoxku nedeHus

DHAOCKOIHUS ¢ OMOIICUECH,
apTPOCKOIHs, OUOTICUS KOKU U

g 30-60% 3-4 nusa
MOJIOYHOM KeJe3bl, TUM(PATHIECKUX
y3JIOB, CTOMATOJIOTUSI
To ke + 3HaunuTENbHOE HATSKEHUE
60% 3-4 nusa

TKaHEW 110 JJMHUM pa3pesa

[Ipu HaEKHOM XUPYPrUYECKOM
reMOCTa3e - IOCTEIIEHHOE
CHUKEHUE KOHLIEHTpaluu

¢axropa ¢ 4-5 nHs

AOnoOMUHANTBHASL XUPYPTHS,
opToneaus, KapAUOXUpPyprus, 80-150%
HEUPOXUPYprus

To ke + 3HaunuTENbHOE HATSIKEHUE

TKaHEW 10 IMHUM pa3pesa; o 10 aueit, penko — 10 6
ONepauyy Ha MBIIIAX, YYaCTBYFOLIUX 150% Hezenb (aKTUBHOCTH (pakTopa
B TIOJ|/ICP’KaHUM 1103bI; OOJIbIINE 50-60%)

opTOnCANYCCKUC BMCIIATC/ILCTBA

1. TEMO®UJIUSA A u B
Hacaencreennniii ne¢puuutVIII ¢pakropa: remopuiaus A
TsoxecTh TedeHUs: TeMOPHINN A TECHBIM 00pa3oM KOppeslupyeT ¢ ypoBHeM akTuBHOCTH VIII
¢dakropa. Ilpu TspKkenom tewenuu axktuBHOCTH VIII (akropa cocraBmser menee 1% ot
HOpMasbpHOro quana3ona (<0,01 Ex/mi), quarao3 oObIYHO YCTaHABIMBACTCS B pAHHEM JIETCTBE U3-
3a 4aCThIX CIIOHTAHHBIX KPOBOM3JIMSHUMN B CYCTaBbl, MBIIIILIBI U )KU3HEHHO BaJKHbIE OpraHbl. Takum
naryeHTam TpedyeTcs IOCTOsIHHAs 3aMecTUTeNbHas Tepanus npenaparamu VI dakropa, u gaxe
Ha (QOHE TaKOH Tepamuu COXpAHSACTCS BEPOSATHOCTh PA3BUTUS  MPOTPECCUPYIOIIEH




nedopmupytouieii aprponatuu. Ipu yposue VIII dakropa 1% - 5% ot HopmanbHOTO 3a0051€BaHNe
npoTekaer Oosiee MArko. Takue ManueHTHl MOIBEPKEHBI TOBBIIICHHOMY PUCKY I'eMOpparun4eckKux
OCJIO)KHEHUI BO BpPEMs ONEPATHUBHBIX BMEUIATENIbCTB, OJHAKO CIIOHTAHHBIE KPOBOTEYEHHS Y HUX
CIly4aloTcsl pexke. Y mMainueHtoB ¢ ypoBHeM akTuBHOCTH VIII daktopa Gonee 5% 3aboneBanue
NpOTEeKaeT B MATKOW (OopMe M MOXKET ObITh HE AMAarHOCTHMPOBAHO B JIETCKOM Bo3pacTe. Tem He
MEHee, BBIMOJIHEHUE OOJIBIINX XUPYPTUYECKUX BMEIIATENILCTB COMPOBOXKIACTCS Y HUX BBICOKUM
PUCKOM pPa3BUTHS MACCHUBHBIX KPOBOTE€UCHHH. JKECHIIMHBI-HOCUTENBHUIBI T'eHa reMopminun A
TaKKe MOTYT OBITh MOJBEPKEHBI PUCKY XUPYPTHUECKUX TI'eMOPpParndeckux OCIOKHEHU. Y
NAIMEeHTOB ¢ TshKeJIol remoduiueil A 3HauntenbHo yBenndeHo AUTB, B To Bpemst kak B Goiiee
nerkux ciaydasx AUTB yBenuumBaeTcs Jaulllb Ha HECKOJIBKO CEKYH[. BBUIY TOro, 4To BHEIIHUI
MyTh KOATYJISIMK HE cTpajaet, mokaszarenb [ITB y nanuenToB ¢ remoduimei He U3MEHSETCS.

Takmuka nepuonepayuonnozo eedenusa. llepen mnpoBeAeHUEM JIIOOOTO OOLUIMPHOTO
XUPYPTUYECKOr0 BMEIIATEIbCTBA NAIMEHTY ¢ reModmineil A Heo6XoIuMo MoHATh ypoBeHb VIII
¢akTopa 10 GezomacHOro 3HaueHus. Maible XupypriuuecKkue BMEIIaTeNbCTBA, BKIOYAs yaeHUe
3y0oB, - 60-100%. BBoauts kaxasie 24 gaca (0T 12 mo 24 4 1y manueHToB Mutajiie 6 Jer) He
MeHee | AHS 10 TOCTHKEHUS BBI3JIOPOBIIEHMA. bosbline Xupyprudeckue BMemarenbcTsa - 80-
100% (o u nocne onepauun). BBoauts kaxasie 8-24 yaca (ot 6 10 24 4 115 NALUEHTOB MJIAJIIIE
6 5eT) 10 AOCTMXKEHMs aJeKBATHOTO 3a)KUBJIEHMS PaHbl, 3aT€M MPOAOJIKATH JICUYEHHE €IlE HE
MeHee 7 qHei, moanuepkuBas akTuBHOCTH ¢akTopa VIII B mpexenax ot 30 % mo 60 % (ME/mn).

dopmyna pacdera 4036l Ipenapara:

Tpebyemas no3za (ME) = macca tena (kr) x Heobxomumerid % yBenmuenus dakropa VIII x 0,5.

VY nereit nepuoa nomyxusHu VIII ¢akropa cocTaBiseT BCero JHIIb 6 4acoB, YTO JAUKTYET
HE00X0IMMOCTh 0oJiee yacThIX ero MHQY3Mi u 0ojiee TUIOTHOTO JIAOOPATOPHOTO KOHTPOJIS HX
spdextuBHocTH. [ onpeneneHus 3(pPEeKTUBHOCTH 3aMECTHUTEIBHON Tepamuu, Uid 1moadopa
ONTUMAJILHOW N03Bl U MHTEpBala MEXAYy MHQPY3USIMH HEOOXOJMMO KOHTPOJIUPOBATH MHUKOBBIE U
Hu3mme 3Hauenus aktuBHocT VIII daxTopa.

Hacanencreennsiii regpuuur IX ¢pakropa: remopuins B

Knunnueckue mnpossineHus 3a0oneBaHust y OonbHbIX Tremodmiueil B cxomuel ¢
KIMHUYECKUMHU TposiBiieHUsIME TeMopuiun A. CHmxenue ypoBHs IX ¢akropa Hike 1% cBs3aHo
C pa3BUTHEM MACCHUBHBIX KPOBOTEUEHMH, y ManmueHToB ¢ ypoBHeM IX ¢akropa ot 1% mo 5%
3abosneBaHue mpotekaer Oonee msrko. Ilpu yposue IX dakrtopa ot 5% no 40% 3aboneBanue
npoTekaeT B oueHb MATKoi (opme. Ilpu ypoBHe akTuBHOCTH IX dakTopa Oonee 5% 3aboneBanue
MOXXET HE JHMarHOCTUPOBAThCS BIUIOTH JIO TPOBEJACHHUA KaKOTO-TUOO  ONEepaTHBHOTO
BMEIIATENIbCTBA JINOO AKCTpakuuu 3y0a. s remodmnmuu B, Taxke kak u Uit remodpuinu A,
xapaktepHo ynnuHeHne AUTB u HopmansHOe 3Hauenue [1TB.

Taxmuka nepuonepayuoHHO20 eedenus. OcHOBHBIE peKOMEeHAAuU o
NEPUONIEPAIMOHHOMY BEACHUIO TAIMEHTOB ¢ TreModuiaueil B aHalOrM4HBI TaKOBBIM IS
nanueHToB ¢ remodunueit A. Jlns neyeHus HEOONBbIIMX KPOBOTCUCHHH M MPO(UIAKTHKH IS
BBIMIOJIHEHUSI  HEOOJBIIMX  BMELIATEIbCTB  HCHOJB3YIOTCA  PEKOMOMHAHTHBIC/OUHUIIEHHBIC
npenapatsl IX ¢axropa nnu [X-konnenrparsl nporpomobunosoro komriekca (KIIK). Taxxke kak u
st koppekuuu aedunuta VII dakropa npu remopunun A, ouniieHHbId KoHIeHTpat IX dakropa
BBOJUTCS HA TMPOTSHKEHUH HECKONbKUX JAHeH. M3-3a abcopOuum KoijareHoM BOCHOJHEHUE
nedpumnuta [X dakropa mpoucXoauT MPUOTU3UTENBHO B JBa paza memneHHee, yeM VIII, moatomy
no3a npenapatoB IX ¢akropa nomxHa 66ITh BABOE Oombie, uem VIII.

be3onacHblif ypoBeHb (axkTOpa NpU MajbIX OINEPATUBHBIX BMEIIATEIBCTBAX, BKIIOYAs
ynanenue 3y6a - 30-60%. BBoauthk kaxaeie 24 yaca (MUHUMYM | JIeHB) J0 MOJHOTO 3aKUBICHUS
panbl. [Ipu oOmHMpHBIX XUpyprudeckux BMemmarenbeTBax - 80-100% (mo u mocne omeparum).
[ToBTOpATH MHPY3UIO KaXKbIE 8-24 yaca 10 3aKUBJICHUS PAaHBbI, TOCIIE YEro TeParHio MPOJODKUTh
B TeUEHHE MUHUMYM 7 JHEH, moaaepkuBas akTuBHOCTh GakTopa IX Ha yposre 30-60 %.

dopmyia pacyera 1035l pernapara:

HeoOXxouMas J103a = Macca Tena (Kr) X jkeJaeMoe rnoBsiiieHne ypoBHs ¢aktopa IX (%) x 1,2.



Nuruéuropusie popMbl reMopuInu

VY mnamuentoB ¢ remoduianeidr A BBICOK pUCK mosiBieHust unruoutopoB VIII daxrtopa, B
ciydasix Tskeno remodunnu oH coctaBisieT 30%-40%. Ilpu remopunuu B puck mosBieHHs
uHruburopoB IX Qakropa Mensiie u cocraBister 3%-5%. Jlns oOHapykeHHs HHruOuUTOpa
HE00XO/IMMO TPOBECTH HCCIIEAOBAaHHUE, HA3bIBAEMOE TECTOM CMEUIMBaHUA. [Ji €ro BBIMOIHEHUS
IU1a3Ma NalueHTa CMENIMBAETCsl C HOPMAJIbHOM IJ1a3MOM B COOTHOILIEHUH 1:1, 3aTeM olLieHuBaeTcH,
U3MEHUJIOCH JIM Tocie cMmemnBaHus yuinHeHHoe AUYTB manmenrta. Ilpu  knaccuueckoi
remopmuu A 6e3 unru6uropoB VIII dakropa yanmuaennoe AUTB ymenbmunTcst Ha 4 CeKyHAbI
wii Menblie. [Ipu Hanmmuuu sxe y nmanuenta uaruouropo VIII ¢akropa AUTB He u3zmenurcs.
CxomHas cuTyalusi MOXKET DPa3BUTbCA M Yy MAIMEHTOB 0€3 MpEeCYIIECTBYIONIEH MaTOIOTHH
remoctaza. OHa HOCUT Ha3BaHuEe NpUOOpeTeHHOH remo¢wmnuu. [IpunobperenHas remoduaus —
[IATOJIOTUYECKOE COCTOSIHUE, XapaKTEpU3YIOLIEECs] OCTPhIM pPa3BUTUEM TIE€MOPPAruyecKoro
CHHIpOMa, OOYCIIOBJIEHHOTO BBIPaOOTKOHM ayToanTuten (uHrubOutopa), wame Kk VIII dakropy
CBEPTBIBAHUS, U  MPOSBISIONIEECS  TSDKEIBIMM  KPOBOTEUEHMSMHM,  CIOHTAaHHBIMH U
MOCTTPAaBMAaTHUECKUMHU, YaCTO YIPOXKAIOIIUMU JKU3HH, Y JIMI O€3 TeMOpparnyecKux MposiBICHUN B
aHamHese. [IpuoOpereHHas reMmopmins A OTHOCUTCA K pelKOMY BUIY 3a00JI€BaHUM, C YaCTOTOM
nuardoctuku ot 0,2 7o 1,0 Ha MHJUIHOH HACEICHUS B O/,

TakTHka mnepuonepauuoOHHOro BedeHHMs. Jlns oOecrnedyeHuss reMocTa3a OOJBHBIM C
MHTUOUTOPOM K (hakTOpaM CBEPTHIBAHMSA HCHOJB3YIOTCS Mpenaparsl "IIyHTOBOIO remocrtasa':
AKTUBHPOBAHHBIN TPOTPOMOUHOBEIH Kommiekc (DEMBA) mmm axruBupoBammbiii VII paxTop
ceepteiBanust (Koarmn, HosoCesen). Ilocnenumii mpum uHruOburopHo remopmwiuun A JuIs
o0ecrieyeHuss TeMOCTa3a TMPU ONEPATUBHBIX BMEMIATENbCTBAX PEKOMEHIYETCS BBOJIUTH
BHYTpUBEHHO B 703¢ 90-200 MKI/Kr kaxaple 2-3 yaca. J[MUTENbHOCTH TEparuu OIpeneNseTcs
XapaKTepoM OIEpaTUBHOIO BMEIIATENbCTBA M TEUYEHUEM IIOCIICONEPALMOHHOIO IEPHOJA.
Bo3MoskHO BBeZIeHHE TIpenapaTa B BUJE MOCTOSIHHON HH(DY3UH.

2. BOJIE3Hb BUJIVIEBPAHIA

Bonesnp ¢on Bumnebpanma HaciemyeTcs Mo ayTOCOMHO-IOMHUHAHTHOMY HIIM ayTOCOMHO-
pELIECCUBHOMY THUITY; IPEANOJIOKHUTEIBHO PACHpOCTPaHEHHOCTh ee cocraBisier ot 1/100 mo
3/100.000  uenoBex.  OpHako,  pacHpOCTPaHEHHOCTb  TsKeno  (opmel  Oomne3Hw,
COIIPOBOXAAIOIIEHCS PAa3BUTHEM YIPOXKAIOIMIMX YKU3HU KPOBOTEUEHUH, COCTaBISAET B 3alaHBIX
ctpanax 5 cmydaeB Ha 1.000.000 uwenoBek. Kak u Bce mpoume 3aboieBaHHs, CBS3aHHBIE C
(GYHKIMOHATBHBIME  JedekTaMu  TpomMOouuToB, Oone3Hb  Bumnmebpanna  mposBisieTcs
KPOBOTCUEHHSIMM M3 KOXHM M CIM3UCTBIX O00O0JOYEeK, OCOOEHHO YacTo — HOCOBBIMHU
KPOBOTCUEHHUSIMH, CKJIIOHHOCTBIO K OOpa30BaHUIO CHHSKOB, MEHOPpArusMu, KeilyJI0YyHO-
KUIICYHBIMH U JECHEBBIMHU KpPOBOTEUEHHUsIMH. BBumy TOro, uro gaxrtop BuineOpanga ciyxut
TpaHcnopTHbIM TpotenHoM Uit VIII ¢akTopa M yBeaMYUBAaeT MEPHO €ro IOJTyBbIBEICHHS, Y
HEKOTOphIX manueHToB ¢ bB nHabmomaercas eme wu  ymiuHenune AUYTB.CkpuHUHroBbIe
nabopaTopHble HWCCIEAOBaHMS Uil BbIsABICHMA bB  BKIIOWaoT —omnpeneneHHe BpeMEHHU
CBEpPTHIBaHUS KPOBH, KoiuuecTBa TpomOouutos, I[ITB u AUTB. [lns nmoaTBepXAeHUs TUArHos3a
BB TpebyroTcs JONONHNUTEIbHBIE UCCIIEOBAHNS: ONIPEEICHNE YPOBHS U akTUBHOCTH DB.

Brirensitor Tpu Tuna 6one3nu BunneOpanaa. 1 tun — Hanbosnee pacnpocTpaHeHHBIH BapuaHT
BB, na ero pomo npuxoautcs okoyio 80% Bcex ciiyyaeB bB. B ocHOBe J€XHUT KOJIMYECTBEHHBIN
nepuuut ®B. Knunudecku TspkecTh 3a00JI€BaHUS 3HAUUTENBHO BapbUPYET U KOPPEIHPYET CO
crereHblo cHukeHuss ypoBHs ®B u VIII ¢dakropa B mmasme mnanueHTa. Y NalKMEHTOB C
MIOBTOPHBIMU BBIPR)KECHHBIMU KPOBOTEUEHUSIMM B aHaMHE3€ KOJIMYECTBO M akTHUBHOCTh DB
CHIDKEHBI 10 15-25% oT HOopManbHBIX 3HaueHWil. [Ipu pa3BuTHM KpOBOTEUEHHH UM TpeOyeTcs
HEOTJIO)KHAsl arpeccuBHas Tepamusi, a Mepe] MPOBEICHHEM [ake HEOOJIBIIMX OINEpPaTUBHBIX
BMEIIATENIbCTB — NMPO(UIAKTUKA. bepeMeHHOCTh, pHeM 3CTPOreHOB M BOCHAJICHHE MPUBOIAT K
nossleHUI0 ypoBHs @B u MoryT MackupoBaTh Hasinume y nanuenra bB 1 tuna.

bB 2 Tuna xapakrepusyercs KaueCTBEHHOHM HenocTaroyHocThio @B B minazme. O1o Moxker
OBITH CIIEZICTBHEM YMEHBIICHHs KOJIM4ecTBa Hambosee kpynHbix nonmumepoB @B (BB 2A u 2B



TUIA) WIH pa3HOOOpA3HBIX U3MEHEHUH aHTUTeHHOM CTpyKTypbl @B 1 mpoieccoB CBsI3bIBaHUS €TI0
c VIII ¢akropom (BB 2M wu 2N Tuna). bB 3 Tuma xapaxkTepusyercsi MpPaKTUUYECKH IMOJTHBIM
orcyrcterueM @B B IMPKYJIUPYIOIEH KPOBU U OYEHb HU3KMM YPOBHEM aKTUBHOCTHU Kak @B, Tak u
VIII ¢akropa (3-10% oT HOpManmbHBIX 3HaueHHi). Y OOJBHBIX Pa3BUBAIOTCS TSDKEIIbIC
KPOBOTEUEHHSI U3 CIM3UCTBIX 000JIOYEK, reMapTpO3bl U BHYTPHUMBIIICYHbIE T€MAaTOMbI (Kak MpU
remopmiuu A uinu B). OgHako B OTIMYME OT KJIACCHYECKMX TeMO(HINI BpeMsl CBEpTHIBAHUS
KpPOBH Y HUX 3HAUUTEIBHO BO3PACTAET.

Takxmuka nepuonepayuonnozo 6edenus. Ilogxomsl K BeaeHHI0 nauueHToB ¢ bB
OIIPEAEIAIOTCA €€ TUIIOM M CTENEHBIO TSDKECTH, a TAKKE€ BUIOM, CPOUYHOCTBIO M JIOKAIM3alUel
XUpPYpPru4yeckoro BMmemaTenscTBa. OCHOBOM obecriedeHus remMocra3a IpU  ONEPATUBHBIX
BMEIIATENIbCTBAX y TMAIMEHTOB ¢ Oone3Hblo BuiuieOpanma sBiseTcs 3aMeCTUTENbHAsS
remMocraruueckas Tepanus npenaparamu VIII ¢akxTopa cBepThIBaHHS C BBICOKMM COJECpPKAHUEM
¢dakTopa BumieOpanna. Pekomenayemas HauanbHas no3a (oHa Belpaxkaetcss B ME ¢akrtopa
Bunnebpanna u VIII ¢dakropa) anst npopuIakTUKK U JEUEHHUS XUPYPTHUECKUX KPOBOTECUECHUM
cocraBnsier 40-75 ME/kr BHyTpuBeHHO, mojuepxkuBatomias no3za — 40-60 ME/kr kaxasie 8-12
gacoB. [locie ocTaHOBKM KPOBOTEUEHHUsS OCTATOYHO OJHOIO BBEACHMSI IIpernapaTra B CYTKH, Tak
Kak nepuos noxysxu3au komiviekca VIII-®B y naunentos ¢ bB cocrasnser 24-26 yacos.

IIpy oTCyTCTBMM BHUPYCHMHAKTHBHPOBAHHOI'O KOHIIGHTpaTa, cojaepkamero (akrop
Bunnebpanna BO3MOXHO HCHOJIB30BAHNUE KPUOTIPEIMITUTATA, COACPIKAIIETO KOHIIEHTPUPOBAHHBIN
¢ubpunoren, ®B, VIII u XIII daxropsr. Cpa3y mocie BBEIACHHS OH BBI3BIBACT YMEHBIICHUE
BpEMEHH CBEpThIBaHUS KpoBH. [[03a moadupaeTcs sMnupudecku. Y ManueHToB ¢ Tsokenoi bB 1
win 3 Tumna HeobxomuMo AoOuBaThcs moBbImieHUS ypoBHs VIII daktopa mo 50-70% mnepen
BBITTOJIHEHHEM OOJIBIIMX ONEpaTUBHBIX BMemarenbcTB u 10 30-50% — mepen BBIOTHEHHEM
MaJIbIX.

D¢ eKTUBHBIM T'eMOCTaTUYECKUM CpEACTBOM IpH Ooje3Hu BumneOpanma sBisercs
J€CMOIIPECCHH. JlecmornipeccuH IPEJCTaBIISIET coboit CUHTETUYECKUI aHaJIoT
AHTUINYPETUYECKOTO TOPMOHA — Ba30IPECCUHA, IPU BHYTPUBEHHOM BBEAECHUU OH CTUMYJIUPYET
BbIcBOOOXKIeHNe DB M3 3HI0TENHaNbHBIX KIETOK U BHI3BIBAET MIHOBEHHOE TOBBIIICHHE YPOBHS
®B u axtuBHoctu VIII ¢akropa B 1uazmMe. 3TO MOBHIIAET (YHKIMOHAIBHBIE CIIOCOOHOCTH
TPOMOOIIUTOB M YMEHBIIAET BpeMsl CBEPThIBaHUS KPOBU. D(PPEeKTUBHOCTH JiedeHUs OO0JIe3HU
Bunnebpanna ¢ moMoIpo 1ecMoIIpeccuHa 3aBUCUT OT TUMa 3aboseBanus. Haunyumero s¢dexra
yZlaercss 40CTUYb Mpu jeyeHud bB 1 Tuma: mpoucxoauT yMeHbIIEHHE BPEMEHH KPOBOTEUEHUS U
nosbIiienue yposHs @B u VIII pakrtopa. DdpdexkruBnocTs Tepanuu BB 2 Tumna ropasno Mensle, a
nanuenTsl ¢ bB 3 Tuna BooOIIe HUKaK HE pearupyroT Ha BBEJEHHE JIECMOIIPECCHMHA, TaK Kak B
OCHOBE UX OOJIE3HM JIKHUT CHIDKeHHE 3amacoB @B B sHAOTeNMalbHBIX KieTKax. HamexHoro
reMocTasa Mpu pa3BUTHU KpoBoTeueHui Ha (oHe BB 3 Tuma MOXHO JOOUTHCA JUIIB C TIOMOIIBIO
npenapatoB @B u VIII ¢dakropa. Jlecmonpeccu HazHadaeTcst BHYTPUBEHHO B 103€ 0,3 MKI/KT.
[Tpenapar ciexyet pazect B 30-50 M1 hr3H0I0OrHYECKOTO pacTBOpa U BBOAUTH B TeueHue 10-20
MHUHYT, YTOOBbI N30€KaTh Pa3BUTHUS HEXKEJIATEIBHBIX MOOOYHBIX APPEKTOB, OCOOCHHO TaXUKapAUU
u runoreHsuu. [Ipemapar obnamaeT yMepeHHBIM aHTUAMYPETUYECKUM ACUCTBHEM MU Ha (oHe
MacCHBHOI MH(Y3HMOHHON TEparuy MOKET MPUBOAUTH K MEperpys3Ke *)HUAKOCThIo. Jlecmornpeccun
HaunOosnee 3((eKTUBEH MPH JICYCHUN HEOOJBIINX KPOBOTCUCHUN M MPOPUIAKTUKE KPOBOTCUECHUI
BO BpeMsi HEOONBIIMX ONEPATUBHBIX BMeEIIATENbCTB. Ero HemoctaTok — 3T0  Maias
IIPOJIOJKUTENILHOCTL AeicTBU. [loBbimenue ypoBHs @B 1 yMeHbIIEHHE BPEMEHU CBEPTHIBAHUS
KpOBH HAOIIOAAETCS JIHIIb B TeueHHe 12 — 24 4acoB Mociie ero BBEACHHUS.

[lepuonepannoHHOE BeI€HUS NAIIMEHTOB ¢ OoJe3HbI0 Buinebpanna tpedyeT 00s3aTebHOrO
71a00paTOPHOTO KOHTPOJSI COCTOAHUS remoctasza. ClieayeT MMeTh BBHJYy, YTO 3Ta KaTeropus
OOJIbHBIX B YCJIOBHUSIX 3aMECTHTEIbHON IeMOCTaTHMYeCKOW TepamuM CUYMTACTCS TPYIMIOH pHCcKa
CKOpee 10 TPOMOOTHUECKUX OCIIOKHEHHUSIM, YEM 10 PA3BUTHIO KPOBOTEUCHUH.

3. HACJIEACTBEHHBIE TPOMBOLIUTONNEHNA U TPOMBOLIUTOITATHUN



Kaaccnduxanus Bpo:kIeHHbIX HApymIeHH pyHKIM TPOMOOLMTOB
1. ehekThl BO B3aUMOCHCTBUHU CTEHKH COCY/a U TPOMOOLIUTOB (HapyIICHHS aATre31n):
V' 6ose3nb Gpon Bunnedpanna (nepuuut uimu aepexr vWF)
V' cunapom Beprapa-Cyibe (nedpuuur unu nedekr 8 GPIb)
2. leheKThbl BO B3aUMOJICHCTBUU TPOMOOILIUT-TPOMOOIIUT (HAPYILICHHUS arperarim):
V' BpoxaeHHas apuOpHHOreHeMHus (OTCYTCTBUE MIa3MEHHOTO (pUOPHHOTEHA)
V' tpombacrenns I'nanumana (neduuut unn nedext perentopos I 1Ib- 111a)
3. Hapymienus cekpenuu TpOMOOIIUTOB ¥ TPAHCAYKIIMU CUTHANA!

V' narosorus rpaHyin

V' nedeKThl TpaHCAYKIMU CUTHANA (epBUYHbBIE T€(EKTh CEKPEIH)

V' maTosiorus HMKIa apaxuI0HOBOM KHCIOTHI U CHHTE3a TpoMOOKcaHa A,

V' [aTosIorus CTpOEHHMS IUTOCKENeTa: CHHAPoM Buckorra-Onapuya

4. HapymuieHus B3aMMOACHCTBHS TPOMOOIUT — OEJIKM CUCTEMBI KOAryJIsLIUH:
V' Tlatonorus B3aumoseiicteus (aktopos Va-Xa Ha TpomboruTax (cunapom CKoTTa).
Cunapom bepnapa-CyJibe

Penxoe wHapymenune (yHKIMM TpPOMOOLMTOB, BO3HHUKAIOUIEE BCIEACTBUE AHOMAIHMU
kommiekca [TIIb-¢.IX-d.V  TpoMOOLMTOB, KOTOpHI WrpaeT TJaBHYIO pOJb B aAre3uu
TPOMOOIMTOB K Cy03H0TENNIO0. JlabopaTopHbIE KpUTEPUU:

V' BpeMs KpOBOTEUEHHs 3aMETHO YBEIMYEHO;

V' KOJIMYECTBO TPOMOOLMTOB YMEPEHHO CHIKEHO M 3aMETHO yBEJIUYEH UX PasMep;

V' arperamus tpom6onutos ¢ AJI®, snuHeGpUHOM, TPOMOMHOM M KOJLIAT€HOM — B HpeJIeiax
HOPMBI;

V' XapakTepHO CHIKCHHE MIIM OTCYTCTBHE arperaluy TPOMOOLHMTOB IIPH MX MOBBIIIEHHOM
KOHIIGHTPALlMH B IUIa3M€ B PEAKLMHU C PUCTOLIETUHOM (UTO HAOIIONAETCs TAKKE U Y OONBHBIX
Oone3npio poHBumieOpana).

Tpombacrenns I'manumana

Penxoe napymienne (yHKIMHM TPOMOOLMTOB, BO3SHMKAIOIIEE BCIIEICTBUE KOJIMYECTBEHHOTO
wii  KadectBeHHOro nedekra peuentopoB [TI IIb-Ila. Ilpukpennenue ¢udpuHOTEeHa K
TpOMOOIIMTaM TpU UX AKTUBAIMM W arperamuu HapylieHo. PacnpeneneHue TpoMOOIMTOB IO
cyOaHnoTenuto, onocpenoBannoe perenrropamu ['TI 11b-I1la, cBsa3piBatommmMucs ¢ puOpOHEKTHHOM
u paxTopom BuneOpanza, a Takke peTpakius CrycTKa CHIKEHHBI. JlJabopaTopHbIe KpUTEPHUH:

vV arperamus TpoMOOLMTOB B OTBET Ha pa3lMYHbIC arOHHUCTHI OTCYTCTBYET WM CHHYKEHA,
OTCYTCTBYET U MEPBUYHAS M BTOPUYHAS BOJIHBI arperanuy, arperaiuus B OTBET Ha pUCTOLIETUH
COXpaHEHa;

V' BpeMms KpOBOTEUEHHs yBEIMIEHO, pa3sMep TPOMOOIUTOB H MX KOJIHYECTBO B HOPME;

V' Tak Kak reTepo3UroThl MMEIOT NPHUOIM3MTENBHO MONOBUHY KOIMYECTBA KoMILIEkcoB ITI
[Ib-IIla, peakiuu arperaiui TPOMOOITUTOB Y HUX B HOPME.

Xapakrepusyercst 6osiee BEIpa)KEHHBIMU MPOSBICHUSMHI KOKHO-CIIM3UCTBIX KPOBOM3IUSHUMH,
yeM OOJBIIMHCTBO JPYIMX HapyumieHud ¢yHKumn TpomOouuToB. Ilpm  BpoxnéHHOMN
apuOpHMHOTEHEMHH TaKXe OTCYTCTBYeT arperamusi TPOMOOLMTOB, HO NpPU 3TOM 3aMETHO
yBenuueHsl [1B u AUTB, B TO BpeMms kak pu TpOMOACTEHUH OHH B HOPME.

Hapyumienue cexpenuu TpoMOOIMTOB M TPAHCAYKIUH CUTHAJIA

OCHOBHBIM HapyIIEHUEM SBISETCS CHUKEHUE CEKPEILIUH COAECPKUMOTO IPaHyJl U OTCYTCTBHE
BTOpPOW BOJIHBI arperamyy B OTBET HAa CTUMYJSIHMIO Oorartoil TpomOouutamu minazMel AJI® u
SMHUHEe()PUHOM; PEaKLMU Ha KOJIJIareH, aHajor TPOMOOKCaHa, apaxMIOHOBYIO KHUCIOTY U (haKTop
aKTHBAIlMA TPOMOOIIMTOB TaKXKE MOTYT OBITh CHIDKEHBI. DYHKIMS TPOMOOIUTOB TaKXKe MOXKET
OBITH HapylleHa BCJICACTBUE YMEHBIICHHUS KOJUYECTBA TpaHyl] (IeDUIUT Iysla XpaHEHUs) WIIH
abeppallii B MEXaHMW3Max aKTHUBAlLlMH, YIPABJIOMIUX arperanueil u cexpeuueit. Hanbomnee gacro
BCTpEYaroIuecss HapyuieHuss (QyHKIMA —TpomOomuToB: aeduuut 3amaca rpanyn (SPD)
npucytctByeT y 10% - 15% OosbHBIX ¢ BpOXAEHHBIMU J1e(eKTaMH TPOMOOIIMTOB, HAPYIICHUS
POAYKIUH TpoMOoKkcaHa - y 20% OOIbHBIX.



Heduyum 3anaca epanyn (SPD). Xapaktepuzyercss IePUIIMTOM KOJIWYECTBA TUIOTHBIX
rpanyn TpoMOonuToB (8-SPD), a - rpanyn (a-SPD) nnn o6oux tumos rpanyin (ad-SPD) (RaoA K.,
2001). Cuanpom KBebGeka — ayTOCOMHOE JTOMHHAHTHOE HapylleHHE, CBA3aHHOE C Je(QUIIUTOM U
MaTOJIOTUYECKHM paclielUieHneM Oenka o — rpanyn (0enok, cBs3biBaomuii ¢akrtop V) u
3aMETHBIM CHIDKEHHEM arperaimud B OTBET Ha JCHCTBHE OSnuHEPpHUHA, YTO SBISAETCS
OTJINYUTENILHON 0COOEHHOCTBHIO.

Hepexmvr  mpancoykyuu cuenara mpomoboyumoe (nepsuunvie Oegexkmul CeKpeyuu).
KitoueBbIMM KOMITOHEHTaMHM TPAHCAYKLIMU CUTHANA SIBISIOTCS MOBEPXHOCTHBIE perentopbl, G-
npotreuH U (depMmenTsl 3PdexTopoB (dochonmumaza C u docdonumnaza Aj), cymecTByeT
BO3MOKHOCTh BO3HHKHOBEHUS CHEUU(UUYECKUX HApYIICHUH TPOMOOIMTOB Ha Ka)XJIOM M3 ITHUX
YPOBHEM.

Hapywenua 6 yuxne apaxudoHogou Kuciomel u npooykyuu mpombokcana. OCHOBHas
peakius TpPOMOOLMTOB Ha aKTUBAIMIO — BBICBOOOXKICHHWE apaxUIOHOBOM KHUCIOTHI U3
dochomunumoB U ee mociedyioniee OKUCIEHHE 10 TpoMmOokcaHa A;. Omucanbl OOJIbHBIE CO
CHIDKECHHBIM BBICBOOOX/ICHUEM apaxXHIOHOBOM KHCIOTHI M3 MeMOpaHHBIX (OchHOIUIUIOB TMPH
aKTHBAIIMA TPOMOOIUTOB, ¢ AUCHYHKIHUEH TPOMOOIIUTOB, CBA3aHHONW C BPOXKIAECHHBIM JIE(DUIIUTOM
IIUKJIOOKCUTeHA3bl M TPOMOOKCAHCUHTETA3HI.

Hepexmvr  cmpoenus yumockenema. Cunapom Buckorra-Onapuua —HacleICTBEHHOE
Hapymenue T-muMpommMToB W TpoMOOIMTOB, XapaKTepHsylolleecs TPOMOOIUTONCHHEH,
UMMYHOJICPUIIUTOM U 3K3eMoi. Ilpu maHHOM CHHIpOME OOHapYX EHO HECKOIbKO aedeKkToB
TPOMOOIIMTOB, BKJItOYAs Ie(UIHT IUIOTHBIX TPaHYIL.

Hapyuenue npokoaryJsiHTHOH aKTHBHOCTH TPOMOOLIMTOB

TpoMOOLMTEl WrpalOT CYHIECTBEHHYIO pOJIb B CBEPTHIBAHMHM KpOBH, oOOecreunBas
MOBEPXHOCTh, HA KOTOPOH MPOUCXOAT HECKOJIBKO CIIEU(PHUUECKUX KIFOUEBbIX (PepMEHTATUBHBIX
peaKuui.

Cunnpom CKOTTa: CHIDKEHHE y4yacTHs TPOMOOLIMTOB B Tpolecce CBEPTHIBAHHS KPOBH.
KonndecTBo 1eHTpoB npHUKpervieHus ¢akTopa Xa Ha TPOMOOIMTAX MPH 3TOM CHHIPOME, TaK Ke
KaK M IEHTPOB mIpukperuieHus ¢aktopoB [Xa u VIlla, cHmkeHO, YTO CBA3aHO C HapyLICHHUEM
MOBEPXHOCTHOW  3Kcrpeccuu  ¢GocdaruaniacepuHa BO  BpeMsl aKTHBAlMM  TPOMOOIMTOB.
JlnaraoctTuueckue Kputepun cuuapoma CkoTra:

vV reMopparudeckuii CHHAPOM,
vV Bpems KpOBOTeYEHHs, peakius arperauuu TpomboumutoB, IITB um AUTB kpoBu B
npezenax HOpMBI.

JINarHoCTHKA BPOKACHHBIX HAPYIIEeHU (yHKIUI TPOMOOIUTOB

I'emopparuueckne TpPOSBICHUS OYEHb pa3HOOOpa3Hbl. [IpUuMHBI AN HampaBieHUs K
CTELUAINCTY Ha 00CIeI0BaHue: KOXKHO-CIM3UCThIE KPOBOU3IHUAHNUSA, OOMIBHOE KPOBOTEUCHHUE BO
BpeMsl HMHBA3HBHBIX MPOLEAYp HIM ONepanuld, IMTEITbHOE BpeMs KPOBOTCUCHHS TIpU
OTHOCHUTENIEHO HOPMAJIbHOM KOJINYECTBE TPOMOOLIUTOB.

OcHOBHBIE Ta00PAaTOPHBIE TECThI: KOJIMYECTBO TPOMOOLIMTOB, BPEMsl KDOBOTCUCHHS U OLIEHKA
arperamyy U peakluu CeKper TpoMOoUTOB. MccnenoBanne TpOMOOLIUTOB OOBIYHO MTPOBOIUTCS
C HCIOJIb30BaHHEM OOOTraméHHOW TPOMOOIMTAMHU TIa3Mbl, MOJYYEHHOM H3 00paboTaHHOI
aHTHUKoAryJIssHTaMu KpoBu. OIIEHKa arperamuy MpPOBOAUTCS C pa3iW4YHbIMH aroHucramu: AJ[D,
snHuHe(PHH, KOJJIareH, aHajaor TpoMOOKCcaHa, TPOMOUH, pUCTOIIETHH. B pe3yibTare mpoBeAEHHBIX
UCCIICIOBAaHUM MOXHO OOHApy)XUTh XapakTep OCHOBHOIO jaedexkra TpOMOOIUTOB, XOTS
OIPENICIUTh €r0 TOYHBIE MEXaHM3MBl BO3MOXKHO TOJIBKO B CIEIHATU3UPOBAHHBIX Hay4YHO-
HCCIIEI0BATENLCKUX J1a00paTOPHUsIX.

Tepanus BposkAeHHBIX HAPYIIEHUI (PYHKIHI TPOMOOILIUTOB

[lepenuBanue TpOMOOIIMTOB W HAa3HAYECHUE JIECMONPECCHHA — OCHOBHBIE METObI JICUCHHS.
N3-3a Goapmoro pazHooOpasusi TeMOppardvyeckux IMPOSIBICHUH TeparneBTUYECKUE IMOJIXOIbI
JOJKHBI OBITH UHAMBHY aJTbHBIMH.

[lepenuBanue TPOMOOLMTOB IMOKA3aHO MPHU HAIWYMM T'e€MOPPAruvyecKUx MPOSBICHHMA, HO
CBSI3aHO C TMOTEHLUATBHBIM PHCKOM BO3HMKHOBEHHS OCJIOKHEHHH. Y OOJBHBIX ¢ TpoMOacTeHHUE



TpaHcy3ust TPOMOOIIMTOB MOXKET ObITh HEd(PPEKTUBHA M3-3a BHIPAOOTKU aHTUTEIN K pelenTopam
I'TI IIb-IlTa.

AnbTepHaTUBA TEPEIMBAHUIO TPOMOOLMTOB — B/B BBEJCHHE JECCMOINPECCHHA, KOTOPBIN
CYIIECTBEHHO COKpAaIlaeT BpeMsl KpoBoTedeHus. DPdexT mmrcs 4 — 5 4acoB, UYTO 3aBUCUT OT
HapyIIEeHUH, BeAymuX K AUCPYHKIUN TpoMOouToB. [Ipn BBEIeHUN 1eCMOIIpecCHHa OTMEYaeTCst
noBbIIeHHEe ypoBHS (akropa ¢(onBmineOpanna, ¢akropa VIII u TkaHeBoro akrupatopa
IUTa3MHUHOTEHA.

Jlpyrue mpenapathl, UCHOJb3yEeMbIEe JUIsI TepalHu: MPEIHU30JIOH B BUJIE KOPOTKOro 3—4-
aHEeBHOTO Kypca (20-50 wmr/mens); aHTHQHUOPUHOIUTHYECKUE CPEACTBA - £-aMMHOKAIPOHOBAs
KHCJIOTa, TPAaHEKCAMHHOBAs KUCIIOTA.

AnnoreHHass TpaHCIUIAHTALMs KOCTHOTO MO3Tra MPHUBOAMT K IMOJHOMY YCTPaHEHHIO BCeEX
CHUMIITOMOB y OOJIBHBIX C TpomOacTeHueil u cuuapoMoMm Buckorta-Onapuya, HO MPUMEHSETCS
penxo.

4. PEIKHUE ®OPMbI HACJIEJCTBEHHOI'O JE®UIIUTA ®PAKTOPOB
CBEPTBIBAHUSA
AdudpuHorenemust

Huaenocmuxa 3akiodyaeTcss B ONpEIeNeHHH YPOBHS (UOPMHOTEHA M €ro aKTUBHOCTHU
(MaccuBHBIE KPOBOTEUECHHUSI PA3BUBAIOTCA MPU CHIDKEHHH ypoBHs (pubpunorena nmwxke 0,5-1 r/m),
OIpeJIeIEeHUH TPOMOMHOBOTO BPEMEHHU (CKPUHHUHT) U PENTUIIA3HOTO BPEMEHH CBEpThIBaHMA. Jlis
BepuUKaLMK AUAarHO3a HEOOXOIMM aHAllM3 COCTaBa MENTUAHON menu GudOpuHa — deKTpodopes
B HaTPUEBOM JOJCLMII-TIOJUAKPUIAMUIHOM Telle.

IIpeoonepayuonnas xoppexyus. Ilpn HanuYUKU pa3BepHYTON KIMHUYECKON KapTUHBI U MIPU
BBICOKOM PpHUCKE DPAa3BUTUS XUPYPrUYECKUX KpPOBOTEUEHMM IIOKa3zaH Kpuonpeuunurar. s
yBEeNIUYEHUS ypoBHS (puOpuHOreHa Mo MeHblIe Mepe 10 | I/ B3pOCIOMY YEIIOBEKY CPEIHETrO
Beca HeoOxoaumo BBectu 10-12 o3 kpuomnpenumnuTara. B ciaydae oTCYyTCTBHUSI KpHOIIPELUITUTATA
Bo3MokHO npuMeHenue C3II. B mocnennee Bpemsi B MUpE MOSBHICS TaKKe PEKOMOWHAHTHBIN
KOHIIEHTpAaT ¢puOpuHOTreHa, Ho B Poccuu 3TOT mpemnapar noka He 3aperucTpupoBaH.

HMepunuut X, V ¢pakTopoB n nporpoMOHHa

Huaenocmuxa. XapaxktepHo ymunenue [ITB u AUTB. Ilpu nacnenctBeHHom nedunmre V
¢dakxTopa Moxer Take yummHATECS BCK n3-3a BausiHus V ¢aktopa Ha (QyHKIHIO TPOMOOIIMTOB
npu 00pa30BaHUM CTYCTKA.

Ilpeodonepayuonnasn xoppexyus. Bocnonnenue nedunura Bo3MoxxkHo ¢ nmomoiisio C3I1 mim
KOHIIGHTpaTa MPOTPOMOMHOBOrO KoMIulekca. JIyis yBenWueHHs KOHILIEHTpAlUH JI000ro u3
Hepoctaronmx ¢aktopoB Ha 20%-30% Ttpebyercs, kak MuHHUMYM, oT 4 nmo 6 mo3 C3II, uto
cootBeTcTBYeT 800—1200 M1 ma3Mbl. EcTecTBEHHO, 4TO JUIsl MALMEHTOB C CEPAEYHO-COCYAUCTON
naTosiorueit Takue oobemMbl HH(y3un HenmpuemieMsl. Kpome Toro, npoaomkuTensHocTh 3 dexra
OTIpEJIENIACTCS] IEPUOJIOM JKU3HU KaXI0T0 (haKTopa M Kak MpaBUIIO BCeraa TPeOyIOTCs TOBTOPHBIE
uHpy3un C3I1. Konnentpar npoTpoOMOMHOBOrO KOMILIEKCA MPUMEHSETCS JUIsl KOPPEKIMU
BBIPQ)XEHHOTO JiepuuuTa PaKTOPOB CBEPTHIBAHUS, TIO3BOJISAS YBEIMYUTH KOHIIEHTPAIIUIO (PaKTOPOB
Ha 50% wu Oomee ©Oe3 meperpy3ku okuakocteio. Ilpm  geduumre V  dakropa
nesnecoodpasHarpacy3us TPOMOOKOHIIEHTpATa, TaK KaK JaHHBIA (aKkTOp XpaHUTCS B IpaHyjax
TPOMOOIIUTOB.

Hedunur VII pakropa

Huaecnocmuxa. XapakrepHo yanunenue [ITB npu Hopmanbhbix 3HaueHusx AYTB.

IIpeoonepayuonnas xoppexyus. Crnocod KOPPEKIUH 3aBUCUT OT KIMHHUYECKOW CUTYaAIlMH U
crerneHu nepunmra. J{ius KynmupoBaHUs WK MpeIyNnpexIeHus KpoBoTeueHu npu aedunure VII
ucnionb3yrorcs  npenaparsl rFVIIa um  koHmenrpar miasmatudeckoro FVILL B cimyuae
HegocrynHoctu rFVIIa m  koHumentpara mmasmatudeckoro FVII BO3MOXKHO IpUMEHEHHE
yetbipexkomMnoHeHTHoro KIIK, a nmpu ero orcyrcreun - kapantuausupoBanHoit C3I1 B noze 15-25
MJI/KT Macchl Tena nanuenTta. Mcnonbs3zoBanue C3I1 BO3MOXKHO B UCKITIOUUTENBHBIX CIIy4asx U HE
JOJIKHO SIBJISATHCS IIOCTOSIHHOW IPAKTUKOM.



Hepuuur XI ¢pakropa

Jluacnocmuxa. Xapaktepusyercs yanunenuem AUYTB. Ilporekaer Msrko, CKIOHHOCTH K
KPOBOTOYHMBOCTH MPOSIBJISIETCS JIMILB BO BPEMs OIIEPATUBHBIX BMEIIATEIbCTB.

Ilpeoonepayuonnas roppexyus. Ilpemapatsl ans koppekumu — C3I1 u rFVIla. C3I1
HazHaydaeTcs B 1o3e 15-20 mur/kr. rFVIla - 20-30 Mkr/kr ¢ koppekuuei 10361 o 3Hadenuto [1TB -
mpernapatr BblOOpa TP HAIWYMM AaKTUBHOTO KpoBoTedeHWs. IIpu HeTsDKenbIX — ciaydasx
3a00JeBaHUsl BO3MOXHO Ha3HAYCHHUE TPAHEKCAMOBOM KUCIOTHI 15-20 MI/KT.

Hedunur XIII ¢paxropa

Juacnocmuxa. XapakTepU3yeTCsi COYETAHUEMTSDKEIOr0 IeMOpPparud4eckoro auaresa ¢
HOPMaJbHBIMU TIOKA3aTENIIMU CKPUHUHIOBBIX KOAryJSILMOHHBIX TecTOB. Ilpu cHmkeHun
aktuBHOCTH XIII (hakropa HIKe 1% pHCK KPOBOTEUEHMH 3HAUMTENILHO BO3PACTaeT. XapaKTepHO
OTCPOYEHHOE Havalo KpOBOTEUEHUH, uTo oTpaskaeT poib XIII (akropa B popmupoBaHuu crycrka.
Crennuyeckuit TeCT - pacTBOpeHHE CTycTKa B SM MoueBuHe. [[Jisi TOCTaHOBKH OKOHYATEIILHOTO
JMarHo3a HeoOX0IMMO UMMYHOCOPOECHTHOE UCCIIEI0OBaHHE.

Ilpeoonepayuonnasn roppexyus. Ilpemapatsl mans koppekuun — C3II, kpuompenumurar,
koHueHntpar XIII ¢akropa. s npodunakTukn XUpyprudeckux KpoBoTedeHui KoHueHTpat XIII
¢dakTopa BBOmuTCS B no3e 10- 20 em/kr ¢ uHTEepBasioM B 4-6 Helenb B 3aBUCHMOCTHU OT €ro
MCXOIHOTO YpOBHS. [l J€UeHHs OCTPhIX KPOBOTEUEHHH OJHOMOMEHTHO BBoautcsi 50-75 en/kr
koHneHntpara XIII ¢axtopa. Heobxomumo momuuTh, uyTo mepuoxa mnomyxusHu XIII ¢axropa
cocTaBiseT oT 7 10 12 aHel, a 11s aAeKBaTHOrO reMocTasa JOCTaTOYHO ero KoHueHTpauuu 1-3%.

KJIFOYEBBIE PEKOMEHJIAIINHU

IlepuonepanMoHHBIA MOHUTOPUHT HAPYILIEHUI reMocTa3a

ParnmonanbHeli MOAXO0J K JIOONEPAllMOHHOMY HCCIEIOBAHUIO T€MOCTa3a 3aKI04aeTcss B
MO3TAITHOM FeMOCTa3U0JI0IMYECKOM CKPUHUHTE:

1) anamHue3 u ¢pu3MKanIbHOE 00CIEIOBAHNE,
2) BbIABICHUE OOJBHBIX C BEICOKMM PUCKOM,
3) naboparopHoe 00ciIeJOBaHUE, PACIIMPEHHOE B IPYIIE BEICOKOTO PUCKA.

[Ipu oTpuLATENTFHOM TE€MOCTa3MOJOTHUYECKOM aHAaMHE3e JIOCTaTOYHO  BBIMIOJHEHHUS
ckpuHuHTOBBIX TecToB: AYUTB, IITB, ypoBeHr ¢(uOpuHOreHa, xomuuecTtBo TpombOomuToB. B
IOPOTHBHOM ciyyae (a TakKe MNpH TNPOTHO3UPOBAHUM 3HAYUTEIHHOM HMHTPAOIEepallMOHHON
KpPOBOIOTEPH) HEOOXOAMM O0JIee PaCIIMPEHHBIH TeMOCTa3H0JIOTHYECKUN KOHTPOIb.

Be3onacHble reMOCTaTHYECKHUE YCIOBUS IS BHIIOJIHEHUS XUPYPTrU4eCKOr0 BMEIIaTeIbCTBA!

v tpoMGouuThl > 50.000/MK1 (> 100.000/MKI1 /17151 GOIBIIMX BMEMIATEIBCTB);
v. MHO < 1,5;
v' AUYTB <45 ¢ (otHotrenue k Hopmanbaomy AUTB < 1,5).

JloomepallMOHHbIE ~ UCCIEAOBAaHMS ~ CHUCTEMBI TeéMOCTa3a He MOTYT IpeacKas3arThb
MHTPAOIIEPALMOHHBIE Te€MOCTA3HOJIOTMYECKHE HAPYIICHUS, a OObIYHbIE OMOXMMHUYECKHE TECThHI
(AUTB, IITB) Head¢hexkTuBHB B UX MPOTHO3UPOBAHMU. e WM WHBIE HApYIICHUS reMocTas3a



CONPSDKEHBl € TPAKTUYECKH JIOOBIM  OMEpaTHBHBIM  BMeHIaTeldbcTBOM.  OTCyTCTBHE
reMOCTa3HOJIOTHYECKOI0 MOHHTOPUHIA CTABUT IO/ COMHEHHE 3(P(PEKTHBHOCTh HCIOIb30BAHUS
IpernaparoB, BIUSIONIMX Ha CcHCTeMy remocrta3a. Haubonee wuHDOpPMaTHBHBIM METOAOM
MHTPAOIIEPALIMOHHOM OLIEHKU COCTOSHHSI CHUCTEMbI T'€MOCTa3a SBISIETCS TpoMOoanacTorpadpus
(TOI'). Ona MO3BOJSET OJHOBPEMEHHO IMOJIyYUTh UH(OPMAIHIO O COCTOSHUHM TPOMOOIIMTAPHOTO,
IUIa3MEHHOTO 3BEHBEB CHUCTEMBI remMocTasza W (GUOpPHHONIM3A, YTO HE BCErJa BO3MOXHO TpHU
IIPUMEHEHUN PYTUHHBIX KJIOTTUHTOBBIX METOJI0B MCCIIEA0BAHNUS.

JuddepenunanbHasi IMATHOCTHKA NPHOOPETEHHBIX HAPYIIEHHI reMocTa3a
Haubosee yacTo BcTpevaronmmucs npruoOpeTeHHBIMU HAPYLICHUSIMHU T€MOCTa3a SBISIOTCS:
NEPUOTIEPAIMOHHBIN (OH aHTUKOATYJSHTOB/aHTHArperantos, ne¢unur sutamuHa K, JIBC-
CHUHAPOM, TE€MOJWIIOLMOHHAS KOAaryJionmaTHs, I€4eHOYHas KoaryJjomaTus, YypeMHuYecKas
KOaryJonarusi, TpooMOOIIUTONIEHUH, TpOMOOIIUTONAaTHH. B pekoMeHIausaX IpeACTaBICH allTOPUTM
muddepeHIManbHON IMarHOCTUKY IPHOOPETEHHBIX HapyIIEHUH reMocTas3a. B HeM Hcmonb30BaHbI
nabopaTOpHbIE TECTHI, MO3BOJIAIONINE MPOBECTH NU(B(EepPEeHIINATBEHYI0 TUArHOCTUKY HapYILICHUH
remoctaza: AUTB, IITB, xonuuecTBO TPOMOOILMTOB, arperailioHHasl akTUBHOCTh TPOMOOITUTOB,
Mapkepbl akTuBaluu cucreMsl remocrasza (POMK, ITAD, D-numepsr).
Jna  mmarHoctuku  JIBC-cuHzapoma — peKOMEHAYyeTCs  MCIONb30BaTb  KPUTEPUH,
pEeKOMEeH0BaHHBIE MeXTyHapOJHBIM O0ILECTBOM 1O TpoMOo3aM u remoctaszy (2009):
- ypoBeHb TpoMbo1uTOB: MeHbIe 100 Thic/MKII — 1 6amt, menbie 50 Teic/MKI — 2 6alia;
- ypoBenb POMK wnnu I1/I®: ymepenHoe noBeleHne — 2 06ajuia, BEIPAXKEHHOE MOBBIIICHUE —
3 Oamna;
- ynmuHenwue [1TB: ot 3 10 6 cex — 1 6amn, 6onee 6 cex — 2 Oama;
- ypoBeHb ¢pubpuHOreHa: Menbie 1 r/m— 1 6am.
Cymma 6anoB - 5 u 6onee cBuaerenbeTByeT 0 Hannuuu JIBC-cunapoma.

Tepanus reMOAWIIONUOHHOM KoaryaonaTuu: pekomenaanuu ESA (2013)

1. Pexomennyercss ucnonb3oBaTh C3II uam KOHIIEHTpAT HPOTPOMOMHOBOTO KOMILIEKCA IIPH
ymaenun [1TB u AUTB Gonee uem B 1,5 pa3a 1 TpOMOOKOHIIEHTPAT MIPU CHUYKEHUHU YPOBHS
TpoMOonmToB HIke 50000 B MKJI.

2. Pexkomenayercs JiedeHHE KOHLIEHTpAaTOM (UOPHMHOTEHA, €CIM HUMEeTCs JIUTEIbHOE
KPOBOTEUEHHE W TOA03pPEBACTC CHIKEHHE YpoBHA wiu ¢yHkuuu ¢udpunorena (1C).
Pexomenayemble Tpurrepbl s TpaHcy3uum  (UOpPHHOTEHA: CHIDKCHHME IUIa3MEHHOU
KOHIIEHTpauuu Huxe 1,5-2,0 1/ unu npusHaku GyHKIMOHAIBHOTO NeuITa o AanueiM TOI
(20).

3. Ilpemmaraercs  HMCIONB30BaTh  KPHUONPULMUIHMTAT  JUIS  JICYCHHUS  KPOBOTCUCHUS U
runoGpuOpHHEMHUH MIPH OTCYTCTBUU JIOCTYITHOTO KOHILIeHTpaTa (hubpuHorena (2C).

4. Tsxenoe auddy3HOEe KPOBOTEUCHHE W HM3Kas MPOYHOCTH Cryctka (mo manHeiM TOI), He
CMOTpS Ha aJeKBAaTHYIO KOHIEHTpauuio (QUOpPUHOTreHa, BO3MOXXHO TNPU KPUTHUYECKOM
camwkennu koHueHtpamuu XIII ¢. Ilpu nepuumre ¢. XII (menee 60% axTUBHOCTH)
npejyiaraercs npuMeHaTs KonueHTpat ¢axropa XIII (30 El/xr ) (2C).

5. Ilpumenenne pexomOuHaHTHOro ¢akTopa VII BO3MOXHO TONBKO MPH KPOBOTECUCHHUSX,
KOTOpBbIE HE MOTYT OBITh OCTAHOBJICHBI XHUPYPTUYECKUMHU (aHTHOXUPYPTrUUYECKUMHU) METOIaMHU
WIA KOMIUIEKCHOW remocTaskoppurupymomeii tepanueit (2C). HeoOxomumo cepre3Hoe
o0ocHOBaHME Il MpUMeHeHHs pekomOuHanTHOro ¢. VII. OntumansHas moza 90-120-
MKI/KI, OHa  MOXET OBIThb  HCHOJb30BaHA  MOBTOpHO. [HmopudpuHOrEeHEMUS,
TPOMOOIIUTONICHUSI, TUIOTEPMHUS, aUUA03 U aKTHBauusA (UOPUHONM3A JOJDKHBI OBITH
yCTpaHEHBI J0 BBEACHUS pekoMOnHaHTHOro (akropa VII.

TakTuka BeneHus nauueHToB ¢ ABC-cunapomom - pekomenaannu Mek1yHAPOIHOTO
o0mecTBa Mo Tpomo03am u remocrtasy (2009):



[Tpu HaMMYMU KPOBOTEUEHHS U MPH BBICOKOM PUCKE €r0 pa3BUTHUS (BBINOJHEHHE MHBA3HUBHBIX
BMEIIATEILCTB TpU ypoBHE TpoMOOmuTOB < 50 THIC/MKI) IOJKHA OBITH OCYIIECTBIICHA
uHdy3us Tpombokonuentpata (I1C)

[Tpu namuuum kpoBoreuenus U nosbimieHnd [ITB m AUTB nokazana ungysus C3IT (15
MJI/KT). AHaIOTUYHAsl CUTyalusi — manueHTsl ¢ noBbimeHHbM [ITB u AUTB, TpeGyrommue
MHBA3MBHOTO BMematenbcTBa. Her maHHbIX, uto uMHOY3us C3II ctumynupyer akTHBALHUIO
koaryssiuu (11C)

[Tpodunakruueckoe nepenuBanue Tpomookonuentpara u C3I1 ve nokazauno (I1C).

Ecmu undy3us C3II He BO3MOXKHA H3-3a2 OMNACHOCTH MEPErpy3Kd OOBEMOM, BO3MOXKHO
BBEJICHHE KOHIIEHTPATOB (DAKTOPOB CBEPTHIBAHUS (HAIIpUMEp, KOHIIEHTPATa MPOTPOMOMHOBOTO
KomIuiekca). Ho manHble mpenapaThl CMOTYT JIMIIb YaCTUYHO CKOPPEKTUPOBATh MMEIOLIHIACS
neuuut paxropoB cBepteiBanus (1IC).

Tsokenast runnopudbpuHoreHemus (Menee 1 r/m), coxpansromascs HecMoTpst Ha uHpy3uto C3I1
— MOKa3aHue K nepenuBanuto kpuonpenunurara (I11C).

JABC-cunapom ¢ npeobiagaHiueM TpoMOO30B — MOKa3aHHE K HA3HAYEHUIO aHTHKOATYJISIHTOB B
TeparneBTHUecKuX ao3ax. IIpemapar Beibopa — HOI' B Buzme HempepsiBHOM B/B uH(py3un (10
En/xr/4). Ilpu 3ToM, HeT HeoOXxonumocT noduBathes yuauaenuss AUTB B 1,5-2,5 paza (IIC).
VY nanuenToB 0e3 MPU3HAKOB KPOBOTEUECHHUSI PEKOMEHAYETCS NMPUMEHEHUE MPOPHUIaKTHUECKUX
no3 HOI' unu HMI™ (IA).

N3-3a OTCYTCTBUS YOSIUTEIBHBIX JOKA3aTENbCTB 3PPEKTUBHOCTH, TPUMEHEHNUE KOHIIEHTpATa
antutpombuna III ne pexomenayercs (IA).

AnTtnuOpuHONIUTHUECKUE Tpenapatsl manueHtam ¢ JIBC-cunapoMom wdamie Bcero He
nokazansl (1IC)

[TaneHTaM ¢ TNEpPBUYHBIM TUNEPGUOPHHONN30M, HUMEIOIUM MPU3HAKH KPOBOTECUCHHUS
pPEKOMEHAyeTCs BBEICHHE TPaHEKCaMOBOM KUCIOTHI (110 15 Mr/kr B\B kaxabie § 4) (IIC).

PykoBoasiniue NpUHIMIIBI 10 NepeJMBaHUI0 TPoMOounTOB (1A)

AKTHBHOE KpOBOTEUCHHME U KoIW4ecTBO TpomOouuToB <50000/MKnT WM TOKa3aHHas

micyHKIUs  TpoMOOIMTOB  (Yypemus, IUArHOCTUPOBaHHAs TPOMOOLUTONATHS TOCIHE

KapAUAJIbHOTO LIYHTA).

OTcyTcTBHE MPU3HAKOB AKTUBHOTO KPOBOTEUEHUS, HO HATMYHE CIIETYIOLIETO:

— BpeMmeHHas muernocynpeccus ¥ TpomoOorutsl <10000/mkn (<20000 /MK mpH HaJIWYUA
JMXOPAJKH WIM HE3HAYUTEIILHOTO KPOBOTEUCHHS);

— HeoO0XOAMMOCTH BBIMIOJHEHHUS OOJBLION ONepanuy WIM MaHUMYJSAIUA Ha HEHTpalbHOU
HEpPBHOM cucteMe 1 KoiaruecTBo TpoMOoruToB <100000 /mKit;

— Jpyrue OIepalud WIH MpoLeaypbl, MPU KOTOPBIX HMEETCS PUCK MOTEHIUAIBLHOTO
KPOBOTEUEHHSI U KOJm4ecTBO TpombormToB <50000/mK1;

— HeoOXOAMMOCTb BBINIOJHEHHUS OINEpAalMUd WM MpoLenyp Yy TMalueHTa C H3BECTHOU
mucyHkpeir TpoMOouuToB (TpoMbOacTeHus [ 'naHinMaHa, ypemus), y KOTOPOTO Ipyrue
MEpbI MOTYT OBITh HEAPPEKTUBHBIMHU.

JAuddepennuaibHas TMATHOCTHKA U KOPPEKIUs HACIAEACTBEHHBIX KOAryJI0NaTH

Koarynonarus Jnarnocruka Koppekuus
IITB AUYTB Jlom. MeTobI

[emodumus A - ++ Vp. akt. VIII ¢dakr. | Konuentpar VIII ¢akropa (10
100%); JIECMOIIPECCUH (npun
JIETKOM TEUYECHHH )

I'emodunus B - + Vp. akt. IX daxr. Konmentpar IX  dakropa (mo
100%), KOHLIEHTpAT
IPOTPOMOMHOBOTO KOMILIEKCA

bonesns - + Arperanusi ¢ IIpenaparsl, coxepxamue OB

Bunnebpanna PUCTOLIETUHOM, aKT. | (KpHONPELUMINTAT, KOHII.




¢bax. BunneOpanga, | KomIIiekca VIII-®B),
KOJI-BO TPOMOOITUTOB | AE€CMOMPECCUH
A¢ubpuHore- - - TB, ¢ubpunoren u | Kpuonperunurar
HEMHS €ro aKT.
Heduuut X, V . + + AKTHBHOCTb C3I1, koHLIEHTpaT
U IPOTpOMOUHA ¢axropos I, V, X IPOTPOMOMHOBOTO KOMILIEKCA
Hedunut VII . + - AxtuBHocTh VII ¢. | C3II—kommiekc IX ¢akt, pekomo.
Vlla
Heduut XI . - + AxtuBnocts VII ¢. | C3II, KOHLIEHTpAT
IPOTPOMOMHOBOTO KOMILIEKCA
Hedunnt XIII ¢. - - AxtuBHocth XIII ¢. | C3II, kpuonperunurar, koHu. XIII
dbaxTopa

IleneBoii ypoBeHb AKTUBHOCTH Ae(PMUHUTHBIX (P)AKTOPOB CBEPTHIBAHUSA NPU reMo(puInu B
NEePUONEPALMOHHOM IepHOJe

O6Bem onepaTUBHOTO
BMEIIATeIbCTBA

NHTpaonepanroHHas
aKTHUBHOCTH (pakTopa

Cpoku neueHus

DHAOCKOIHUS ¢ OMOIICUEH,
apTPOCKOIHUs, OMOTICUS KOKU U

. 30-60% 3-4 nus
MOJIOYHOH 3KeJe3bl, TUM(PATHIECKUX
y3J10B, CTOMATOJIOTHS
To ke + 3HaUUTEIIbHOE HATSKEHUE
. 60% 3-4 nus
TKaHEW 110 JIMHUM pa3pesa
AGIOMHHAbHAS XHPYPIHA IIpu Ha#EKHOM XUPYPIrUUYECKOM
3
reMocTase - NOCTENEHHOE
opTomneaus, KapIuOXupyprus, 80-150%
N — CHID)KEHHE KOHIIEHTpauu
POXHPYP ¢axTopa ¢ 4-5 qHs
To ke + 3HaUUTEIbHOE HATSKEHUE
TKaHEH 110 JIMHUU pa3pesa; .
o 10 nueit, peaxo — 1o 6 Henenb
oIepalyy Ha MBIIIIAX, YYaCTBYIOIINX 150% A FIHCH, pe A A

B MOJIJIEP>KaHUU TI03BI; OOJIBIIINE
OpPTOIEINYECKUE BMEIIATEIbCTBA

(axTuBHOCTH (hakTopa 50-60%)
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