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Knaccudgpmkaums ||
* COCYOMUCTOrO reHesa; ,

* 0OYyCnoBMNEHHbIE HEQOCTATKOM
TPOMOOLINTOB B KPOBU UITN UX
KayeCTBEHHOU HeI'IOJ'IHOLI,eHHOC'E‘.'

* CBA3aHHbIE C HApYyLUEeHUaAMU
CBepTbiBaAOLLEN CUCTEMbI KPOB
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[ emopparnyeckme gmartessbl
COCYOUCTOrO reHesa

* HacneacTBeHHasa TerneaHrnakTasus
(Ocnepa— PaHato 6onesHb)

B ocHoBe 6one3Hun Panao—Bebepa—Ocnepa nexut aedekt TpaHcmeMbpaHHoro 6enka
9HOOIMMHA (KMHa3a-1, nogobHas peuenTopy akTUBMHA), CRyXXallero KOMNOHEHTOM peLenTOPHOro
Komnnekca TpaHcdopmupytoLero dpaktopa pocta 6eta. bonesHb HacnegyeTca No ayTOCOMHO-

OOMWHAHTHC
Hereditary Hemorrhagic Telangiectasia

Source: TUSDM
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reMmounumn

* reMaToMHas
KPOBOTOYMBOCTb —
rmyoboKue, HanpsXXeHHbIE K
bone3HeHHbIe
KPOBOUIIMUAHUA B MSATKMNE
TKaHU (KNeT4yaTky, MblLlLbl,
nog dacuum), B KpynHble
OMnopHbLIE CyCTaBbl
(peunaunsmpyroimne
remapTpo3bl), noa
HaOQKOCTHULY




K aTOMYy MOXeT
NPUCoOeaNHATLCA TakK
Ha3blBaeMbl BTOPUYHbIW
peBMaToOUAHbLIN
CUHOPOM,
XapakTepuayoLmnca
CKOBAHHOCTbIO U
CUMMETPUYHbBIM
BOCMasfieHNeM MenKnx u
KPYMHbIX CyCTaBOB,

- HapacTaHMeM B KPpOBU
coaepXaHus
peBMaTouagHoro paktopa

M obocTpeHnaMu
npowecca nocne
MHTEHCNBHOW

. 3aMecTUTernbHOMU

TpPaHCY3NOHHOU

Morning Stiffness
Chronic Pain

Limited Movement Te p a I_I M M




« oTpuLaTenbHbl NPOObLI HA TIOMKOCTb Kanunnspos,
CYLLECTBEHHO He YAJIMHAETCS BPEMS KDOBOTEYEHUS.

« CopgepkaHue B KpOBU TPOMOOLMTOB U NX OYHKLMA
HOPMarbHbl.

* Y B0nbHbIX remounmen B OCHOBHOM HapyLLUEH BTOPUYHbIN
remocTas, YTo onpenenseT passuTue Yy HUX No3gHNX
NOCTTPaBMaTUYECKUX U NOCNeoNnepaLMoHHbIX KDOBOTEYEHNM
— Yyepes 2—6 4 nocre BbINOoNMHEHUS NONTIOCTHOW onepauun.
[ToSTOMY OTCYTCTBME 3HAYNTENBHOMN KPOBOTOYMBOCTHU B
MOMEHT BbIMOSIHEHMA Ornepaunmn He OOSKHO MPUTYNAATb
baonTenbHOCTU Bpaven, nboo B bnmxkaniune 4acbl MOXET
BO3HUKHYTb NPOodoy3HOE, HEPEOKO CMepTENbHOEe
KPOBOTEYEHME.

* [loaTtomy npu nodbIX TpaBMax 1 onepaunsax 60nbLHbIM
HeobxoaMMo BBeaeHME npenaparos, cogepxxatumx VI n IX
doakTopbl CBEPTLIBAHNS KPOBM.
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. [Ipu remocpunun A —

eHTparT VIl dpakTopa

311, MPUMX OTCYTCTBUN —

N1 CBEXEe3aMOPOXEHHYIO

nun B — komnnekc MNrNcCb

, X paKTOpOB CBEepPThbIBAHUSA

\ y. 'lpn remocpunun A B
OTKI/IM noaom Xxun3Hu VIl dpaktopa
KPOBU Npenapartbl BBOAAT 1—3 pa3a
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* KnnHnyeckaa kapTnHa xapsa
npeobnagaHnem netexmarn
KPOBOTOYMBOCTU, MHOrAa of
MaTOYHbLIMW KPOBOTEYEHUSA
TSXKESbIX Criyvasix y 60sbHE
KPOBOMOATEKU N reMaToOMbl, MOTYT ObITb
remMapTpoasbl, T.e. UMEETCA CMeLLUaHHbIN TUM
KPpOBOTOYMBOCTW. [lnarHo3 yctaHaBnMBatloT Ha
OCHOBaHUW NMNepedmncrieHHbIX Bbllle HapyLUEeHUA
KoarynaunoHHOro U cocygmcTo-TpomboumnTapHoOro
remocTasa, HapyLeHUa pPUCTOMULMH-
arrnioTUHaUnMm TPOMOOLIMTOB N CHMXKEHUS
coaepxaHua dpaktopa Bunnebpanaga B nnasme u
(unn) B TpoMboOLUUTaXx.



[ledpnumnT XI (pakTopa cBepTbiBaHUA KpoBU (remodunua C) — peako
BCTpevatoLmMncsl, Hacto 6eccMmMnTOMHO NPOTEKAOLLNN,
HacnegyemMbli N0 ayTOCOMHOMY TUMNY Aed0eKT CBEPTbIBAHUA KPOBM.
BonesHb BrnepBble MOXET ObITb OOHAPYXXEHa cry4yanHo, Hanpumep
npw nccriegoBaHMm CBePThIBaAKOLLEN CUCTEMbI KPOBU Nepes,
onepauuen nnu npu pasBUTUMN KPOBOTEYEHUS (Oaneko He
064a3aTenbLHOro) nocre TpaBMbl, XMPYPrmieckoro BMeLLaTenLCTBa, B
pogax. CroHTaHHas KPOBOTOUYMBOCTb OTMEYAETCS PEOKO,
NPOSABNAETCS NPENMYLLECTBEHHO B BUAE CUHSAKOB. [emodunua C
XapakTepusyeTcsl yaSIMHEHUEM OBLLIErO BPEMEHN CBEPTLIBAHUS
KPOBU 1 BpEMEHU CBEPTbIBAaHUA KPOBU B aKTUBUPOBAHHOM
YaCTUYHOM TpomMbonnacTMHOBOM TecTe. [lehekT cBepThIBAHUS
KPOBM 4acTo CrnaXuBaeTcs B npouecce MHKybaumnm Kposu Unu
nrasmMbl KpOBM 40 UCCIed0BaHUS, a Takke YCTPpaHAETCA Kak
nobaBrneHMemM HopmMarnbHON, aacopodnpoBaHHON CEPHOKUCIIbIM
BGapuem nnasmbl, Tak U CTapon HopMaribHOM CbIBOPOTKU (OTANYME OT
remodounum A un B). femopparun Kynmpytotesa ¢ NoMOLLbHO
TpaHcdy3umn nnasmoil.



« Hedununt XIl pakTopa cBepTbiBAHUA KPOBU (OedeKT
XaremaHa), nfia3mMeHHOro npekannkpenHa (aegekr
dneTtyepa) N BbICOKOMOSIEKYNAPHOINO KNHMHOreHa nrasmbl
(oedpekT dutpkepanbga — drnoXxaka) — KpamHe peakue
HapyLLEeHMA MNyCKOBOro MexaHn3ama CBepTbiBalOLLEN CUCTEMDI
KPOBW C yONMMHEHMEM BPEMEHN CBEPTbIBAHUA KPOBU B
aKTUBMPOBAHHOM YaCTU4YHOM TPOMBOONIaCTUHOBOM TECTE,
ayTokoarynsumoHHOM Tecte. XapakTepHO OTCYTCTBME
KpoBoTOuMBOCTWN. Habnogaetca HeHopmMmanbHoe
JoYHKUNOHMPOBAHME BCEX NNAa3MeHHbIX NPOTEONUTUYECKNX
CUCTEM (KanmnMKpPeEUH-KMHNHOBOW, PUBPUHONNTNYECKON,
KOMMIEMEHTA), YTO U onpeaendeT CKIOHHOCTb O0SbHbIX K
peunanBUpyrOnM BEHO3HLIM TPpoMOo3aM. PekomeHaytoTcs
HebonbLmMe No 0bbemy TpaHCcdy3nmM JOHOPCKOW Niasmsbl.
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«  JHedvuunT Vil dakTopa CBEPTLIBAHNS Kp! rmnonpKQHB pIMH
HapyLLUEHNA TeM, YTO | €0KO HapyliaeTcs Tolb
/ TOorJa Kak MS CBEepTbIBa KPOBU W BDEMSI CBEPTbLIBAHWS KPOBU B

4 aKTMBMPOBaHHOM YacCl H(? OarynorpaMMHOM,TECTax OCTaKTCs
pMarnbHbIMU. BonesHb HaCJ\ELNGT no ayt MOSTHOMY p SUBHOMY TUMy. Y rOMO3Nro
aepxaHue Vil q)axf)pa caeprua N KPOBM B Nna OBY He NPEE aercsl, y reteposurotr —

ebnetcs oT 2 0% B nep cnyYae y 6ofibHbIX HabnoaaeTcs YMeLaHHbI /i CYHAYKOBO-TEMaToM

\. KPOBOTOYMBO M 3a6§%1(1eBaHme yacTe 0eboFvipyeT y oMaeH Y (remaToOMbl, CUHSIK

AYNOYHbIe, XXenyaOoYHOKALNEYHbI pOBOTeqe 1), a jef BOSHUREIOT re )3bl, MHOIAA KPOBOU3NU

rOsTIOBHOW MO3T, LITO. ' H INpuunH rngenineo bHbIX; TOGNE € OTMe4valoTCs Npodoy3

MeHopparuu. y retepazis 3 O\IVIB'G.CTbAbI ke Ha cnabee, npeobnazs

TMn. Bo B o chaKTopa, CBEPRBIE @ 159 KpOBUY criegye DYUTb BTOPUYHbIN

(npnob6 ¢ Topabae 5aF BTZHT gocthraetcs npobor ¢ BHYTPUBEHHON
M/ | s

ppaBuKacona (Mpu APMObPETEHHbIX AedeKkTax Yepes
3. CIBEHHOM AeuunTe OH HE MEHSAETCS).

y
*  JleyeHwne 3aTpyaHEHO T.K. NpO4O HOCTb X dakTopa eBepTbiBaHNS KPOBU OM
(nepuop nonypacnaga 4—64). NMo3 | c%y 23Mbl I/NM,/H/TO 0o OYTUTENLHO, B
GerKoBbIX NpenapaTos, coaepXaLuu chKTo CBepPTBIBaHMSA KPOB = aHua remocTasa
efyeT NOBTOPSATb YacTo. U NX 0o3ax, 310 Ype MaMu (neperpyska
gosoo6pau4eva Tpombosbl). B o anbHom remocTaTvnq KaiS , KaK npun remoounmnsax.

"




HdeduunT VII dhakTopa CBEPTLIBAHUSA KPOBU (TMNOMPOKOHBEPTUHEMMUST) OTIIMYAETCS OT BCEX
npeabiayLmnx HapyLeHn TeM, YTO NP HEM PEeAKO HapyLLAETCs TONbKO NPOTPOMOUHOBOE BpeEMS
(CHWXeH A0 35% U HXKe NPOTPOMBUMHOBLIN MHOEKC), TOrAa Kak BpeMSI CBEPTbIBaHUS KPOBU U BPEMS
CBepTbIBAHNA KPOBU B aKTUBUPOBAHHOM YaCTUYHOM TPOMBOOMNacTUHOBOM U
ayToKoarynorpaMmmMHOM TeCTax OCTaloTCA HopMarbHbIMU. BonesHb HacreayeTca No ayTOCOMHOMY
HenorTHOMy peLeccMBHOMY TUMNY. Y rOMO3UroT coepxaHue VIl oakTopa CBepThIBaHUS KPOBU B
nnasme KpoBWU He NPEeBbILLAETCH, Y reTepo3nroT — Konebnercs ot 2 4o 10%. B nepsom crniyvae y
BGonbHbIX HAbNaaeTCca yMeLlaHHbIN CUHAYKOBO-reMaTOMHbIA TUM KPOBOTOYMBOCTH, NPUYEM
3aboneBaHne YacTo geBTUPYET yXKe NPU POXOEHUM (FreMaTOMbIl, CUHSIKW, MYNOYHbIE, XXenya04YHO-
KMLLEYHble KpOBOTEYEHMS), 3aTeM BO3HMKAIOT reMapTpOo3bl, MHOIAa KPOBOUIMUAHUA B FOSTIOBHOM
MO3r, YTO CITY>KUT O4HOWN 13 NPUYnH rnbenu 6ombHbIX, MOCne MeHapxe OTMeYarTca NPpody3Hbie
MeHopparmn. Y reTeposuroT KpOBOTOMMBOCTL BhipaXeHa cnabee, npeobnagaet netexmarnbHo-
CUHAYKOBbIN TUN. BO Bcex cniyvaax geduumrta VIl pakTopa cBepTbiBaHUA KPOBU cneayet
NCKINIOYNTL BTOPUYHBIN (MPUOBpeTEHHbIN) aedunumT VIl pakTopa cBepThbiBaHUA KPOBU, YTO
gocTturaeTcs Npobon ¢ BHYyTPUBEHHOW Harpy3kor 6onbwmnmm gosamm (2—4 mn 1% pacteopa)
BMKacorsa (npu npmobpeTeHHbIX aedekTax Yepes CyTKM NPOTPOMONHOBLIN MHAEKC BO3pacTaeT, npu
HacneacTBeHHOM gednumnTe OH He MEHSETCS).

NeyeHne 3aTpyaHEHO T.K. NPOAOIMKUTENBHOCTb XMU3HK VIl dhakTopa CBEPThIBAHUSA KPOBU O4EHb
KOpoTKa (nepuog nonypacnaga 4—6 4). lMoatomy TpaHcdy3nm nnasmbl Unu, 4to bonee
npeanoJTMTENbLHO, BBEAEHME BenkoBbIX NpenapaTos, cogepkaliux VIl dhakTop cBepTbiBaHUSA
KpOBM, AN noaaepkaHusa reMocTtasa crielyeT NoBTOPSATh YacTo U BBOAUTb B OONbLUMX [03aX, a 3TO
YypeBaTo OCMNOXHEHUAMU (Neperpyska KpoBoobpaLleHus, TpoMb0o3bl). B octansHoM
remMocTaTMyeckas Tepanusl Takas xe, Kak npu reMounusx.
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/J
, unT V dpakTopa CBeprIBaHM%pOBM — peaKoe
8apOlrieBaHne C ayToCOMHbIM TUMOM HacreaoBaHUS.
pakTepunsyeTcs npemmyLLeCTBEHHO NeTexmarnbHO-NATHUCTON
POBOTOYNBOCTbLIO, HOCOBbLIMU 1 MA@TOYHbIMWN KPOBOTEYEHUAMU;
reMaToMbl NOSBNSATCS PEAKO (KpOME CllyHaeB COHETAHHOIO
nedvuuta V 1 VIl pakTopos cBepTbiBaHNs Kposu). dnarHos
yCTaHaBMMBaOT C MOMOLLIbIO KONMYEeCTBEHHOIO onpeaeneHuns V
(paKkTopa CBEPTbIBAHMS KPOBU U MO AaHHbLIM KOaryrnorpaMmmbi;
N3MEHEHUS B HEW TaKMe Xe, Kak U npu gedpumumnte X dakropa
CBepTbIBaHUSA Kposm HO npOTp0M6|/|HOBoe BpeMs HopManuayet
TOJbKO Mpu aBnelnn nnasmbi KpOBU, aaCcopbnpoBaHHON
CEPHOKUCIIb apvleM a He ctapou (bonee 2 cyT. XpaH
CbIBOPOTKOW KPOBMW. JleveHune: npu KpOBOTe‘-IeHI/IFIX.q/?(
Cwble TpaHcthyanmn cBeXe3aMopOXEHHON Nra3mbl, B 0CTanbHOM

T g Takagd e, Kak npu remogounun A. ['lpn codeTaHHOM
O Unte V n VIl cbaKTopOB CBeprlswﬂ |<p0|3|/| AOOMNOJSTHUTENBbHO
BBOOAT KpuonpeuunmTar.
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' TUNO (Anc)-dpunbpuHoreHemmm B 6ONbLUNE
U aHoManuamMmn gubpuHoreHa. Npn 3ToM Ha €Hbl pa3fn4yHble CBOUCTBa
AHY, JOCTYMHOCEL ANA TPOMOUHa

451 STUX fooY¢ MHOHGHTMLI,WCOGHOCTb

adbdekTy NnasmmHa, SneKTpol hopeTvueakas noasy
nabopaTtopHbIe NpU3HaKk1 AMEMBP HOEHEM
doopmax VanuHs KOHE an CEePTHIBC

aHLMCTPQHOBOE BpEMS), B eTCy EHHasa HenonHOLEHHOCTE OORE
crycTka (BnaoTb0 o FEI0), YCKopeHve nnu, HaobopoT, pe3koe

 3amepnneHve PUOPUH: e HiecKas kapTuHa ogHUX oopM onpeaenseTcs
“nerkon nsiMigMepeHHg OYMBOCTLIO (MeTexnanbHO-NATHUCTOrO TUMa), NPy APMIMX
. doopmax oTc BYEeJFCU OMETIKa, Npu TPETbUX — OTMeYaeTcs BblpaXKeHHas

CKIOHHOCTb K TPOMBO3aM, YaLle Bcero Ha hoHe aedhekTHoro hmbprHonmsa.
HacnencteeHHas ad)VI6pl/IHOFeHeMVIﬂ BCTPEYaeTCcH KpanHe pefKo; NpOTEKaeT C Nnerkou N
yMepeHHO KPOBOTOYMBOCTLIO. JIeHYeHne: npy KpOBOTEUEHNSIX 1 TPOMDO3aX
pekoMeHAayTCA TPaHCMY 31K CBEXEN NI CBEXE3aMOPOXKEHHOW NNasMbl; Npu
BbIP&XEHHON KPOBOTOYNBOCTM BHYTPUBEHHO BBOAAT 2—4 I PUOPUHOrEHa; NpU TpPOMBOo3ax
»AONOMKNTENBHO HadHaYatoT renapuH, PUOPUHONUTUKN.

-
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fD,'eq;uu,MT Xl cbaKTgpa CBepTbIBaHMNSA KPOBU — OYEHb pegkoe;
&a@oneBaHme C/ayTOCOMHO-peL,eccMBHbIM TUMOM HacneaoBaHuUs.
apakTepulyeres codeTaHneM NATHUCTO-reMaToOMHOM
" KPOBOTOYMBOCTYM C MOKHYTMEM U Me[fIeHHbIM 3aXXMBIEHNEM
‘MYNOYHOW-PaHKM (MYyMOYHbIN CUHAPOM), B AaNbHENALLEM — NIIOXUM
3aXXMBNEHNEMARYIUX paH (Kak MpaBuo, BTOPUYHLIM HaTSXXEHUEM).
B paHHeM 0eTCKOM Bo3pacTe MOryT BO3HVKATh TakKe TAKerble

BHYTpUYepenHbIe 1 Xeny4o4HO-KMLLEYHbIe reMopparny. TUMMYHbI
06UNbHBIE N ANUTENBbHbIE MaTOYHbIE KPOBOTEUYEHUS, BblpaXKeHHa
KPOBOMNOTEPS B POAAX, MO3AHME ONeEPaLIMOHHbIE KPOBOTEYEHUS. AT,

bt
L‘|@.CTO O6Hapy>|<|/|BaeTcs=| MOBbILLEHHAA JTOMKOCTb KarmimiidpoBa

[Tokasatenn TpomboumMTapHOro 1 KoaryasaLumMoHHOro remoct
necuuute Xlll paktopa cBepTbIBaHNS KPOBM OCTaOTCH
HOpPManbHbIMU, BLISIBASETCH paCTBOPUMOCTb (hnOPUHOBLIX:
B 5 M pacTtBope Mmo4vyeBUHbI. CHUXEHNE cogepKaHus
CBEPTbIBaHWUSA KPOBM U-ero CyObeanHuL, B Nnriasme on
MMMYHOIOTU4ECKMN MeToAaMN. JleveHne: eTpyiHbie
HaTUBHOW UKW CBEXE3aMOPOXXEHHOM Mfa3Mbl, BBEOEHME"
Kpuonpeuunurara.




1. lemopparundeckune gnartesbl, 00yCroBEHHbIE MOSIBIEHNEM B KPOBU MMMYHHbIX MHTMOUTOPOB (aHTUTEN) K
dhakTOpam CBepTbIBaHUS KPOBU. Halle ApyrnX BbIABNAKTCA UHIIMOUTOPLI V, VIII 1 IX (hakTOpOB CBEPTLIBAHUS
KpoBu. VX nosiBneHne B KpOBM B BbICOKOM TUTPe HabnogaeTcs NpuMepHO Y 5—15% O0mnbHbIX C
cooTBeTCTBYOWMNMM I, 4. (Tak Ha3biBaeMble UHIMBUTOPHBLIE hopMbl remodounuin A n B,
rmnoakuenepuHemMmm), Npu4yem Hepeako Ux KONmM4eCcTBO Pe3Ko Bo3pacTaeT B NpoLecce 3aMeCcTUTENbHOM
TpaHcy3noHHon Tepanmn. IMMyHHbIE MHTMOMTOPLI MHOTA4A BO3HMKAIOT Y NuL, 6€3 npeaLecTByOLLMX
HapyLLUeHNn remocTasa, Ha POHEe MMMYHHbIX 1 NMMonponmdepaTnBHbIX 3ab0NEBaHNI, K KOHLY
B6epeMeHHOCTU (0COBEHHO OCNOXHEHHOW MO34HMM TOKCUKO30M Ui pe3yCc-KOHMNNKTOM), Nocne nevyeHus
aHTUBMOTUKaMN, NPOTUBOTYBEPKYNE3HBIMU N aHTUAPUTMUYECKMMUM NpenapaTtaMmmn (HOBOKauHaMnaom,
XUHWOWHOM), B psife crydaeB — 0e3 kakon-Nnmbo npealiecTsyowen natonormn. KnuHnyeckas kaptmHa
(OBLIMPHbIE KPOBOMOATEKM U FEMATOMBbI, HOCOBbIE U KENMYAOYHO-KULLEYHbIE KPOBOTEYEHUS, NPOdy3Has
KpOBOMOTEPSA B poAax Uinn B paHHEM MOCIepO40BOM NEPUOAE) OTPaXKAET TXKESble HapyLLUEHUS
CBepTbIBAEMOCTM KPOBU. B koarynorpamme BbISABASOTCH HapyLUEHUS, CBOMCTBEHHbIE AeULUTY TOro Unum
MHOTO hakTopa CBEPThLIBAHNS KPOBU; B TECTaX CMEeLUMBaHUS U MHKYBauumn nnasmbl KpoBU 60MNbHbIX JaXe B
MaroMm KOnn4eCTBe Bbl3blBAET aHaNOrMYHble HapyLLIEHUSI B KOHTPOSbHOW HOPMasibHOW niasme KpoBW.
AHTUTENA K VIII haKTOpy CBEPTLIBAHUSA KPOBW B OAHUX CITyvasix MHIMOMPYIOT ero KoarynsaunoHHyo YacTb, B
apyrmx — gpaktop Bunnebpanga, npu aToM oTMeyaeTcs npuobpeTeHHbIn cuHapom Bunnebpanaa. MNpwu
NOSABIIEHUM UHIMOMTOPOB K VIII 1 IX hakTopam CBEPTbIBAHUA KPOBW HapyLLAKOTCS NOKasaHUs
aKTUBMPOBAHHOIO YaCTUYHOro TPOMBONIACTUHOBOIO TECTa, a NPOTPOMBUHOBBLIV UHLEKC OCTAETCS
HOpMarnbHbIM, MPU HANMYUK NHIMBUTOPA K V hakTopy CBEPTLIBAHUS KPOBU NOKa3aHMs 060onx TeCcToB
N3MeHeHbI. JledeHne: BBEAEHME IMIOKOKOPTUKONAOB B 6onbLuMX Ao3ax, nnasmadepes (yaaneHme 1—2 n
nnasmbl 6ONBHOMO B CYTKN) C 3aMEHHbIMU UHAY3NAMU CBEXEN HATUBHOW UM CBEXE3aMOPOXEHHOW NasMsbl,
BBeAeHMe Kpuonpeuunutarta B bonblmnx gosax, komnnekca NricCh.



2. lemopparunyeckue gnatesbl, 06ycnoBneHHble geduumToMm K-BUTaMmMHO3aBUCUMbIX (0aKTOpPOB
CBEpPTbIBaHUS KPOBU 1 NEPESO3NPOBKON aHTUKOArynsHTOB HENPAMOIo ENCTBUS (KYMapUHOB, BapdapuHa 1
Aap.). HegoctaTouHbln CUHTES B NeveHn K-BuTaMMHO3aBUCUMbIX (0akTOpOB CBepTbIBaHUA KpoBw (11, VII, IX n X
dakTopoB) HabnogaeTcs NPy reMonMTUYECKon 6oNe3HN Nnoga v HOBOPOXAEHHOIO, NpOoTEKatoLen ¢
OOLLMPHBIMY KPOBOMOATEKAMM, XKESNMYAOYHO-KULLEYHBIMU KPOBOTEYEHUSIMN, KPOBOUSMNAHUSIMU B FOFTOBHOM
MO3T 1 Ap.; TP MEXaHNYECKOM XenTyxe (06Typaunsa KaMHeM, ONyxosbto), Korda HapyLLlaeTcsi BcacbiBaHWE B
KMLLEYHMKE XXMPOPaCTBOPUMbIX BUTAMUHOB, B T.4. BUTaMMHa K; Npu TSXKENbIX 3HTEPONaTUSX N NOPaXXeHUsIX
napeHxXnMbl Ne4YeHn, a Takke Npun N3bbITOYHOM NPUEME aHTUKOArynsiHTOB HENPSIMOTO AENCTBUS,
HapyLuaLwmnx kapbokcunupoBaHue K-ButaMmHo3aBUCUMbIX aKTOPOB CBEPTbIBAHMS KPOBK, 6€3 KOTOPOro
OHM He Y4acCTBYIOT B NpoLecce CBEPTbIBaHUSA KpoBW. [NpuynHON nepefo3npoBKN MOXET BblTb HE4OCTAaTOYHO
KOHTpOnMpyemMoe nevyeHne KymapmHaMmm unu sapgapuHom, crnyvyamHblii Unu npegHamepeHHbI Npuem aTnx
npenapaTtos B 6OMbLUMX A03aX (B T.4. C CynuuaanbHOM LESbo), a Takke OTpaBneHns KpbICUHbLIM S40M UIn
Knesimp, B COCTaB KOTOPbIX BXOAAT KyMapWHbl. MIHorga 6onbHble NCTEPUYECKMM HEBPO30M, NCUXONaTUAMm
YMbILUTEHHO BbI3bIBAKOT y ce0s1 remopparn4eckmim CUHAPOM, NPpUHUMas 3T Npenaparbl (Tak Ha3blBaeMbli
cnHgpom MioHxrayseHa). KpoBoTounBOCTb npu [. 4. 9TOW rpynrbl HOCUT CMELLAHHbIA NATHACTO-reMaTOMHbIN
xapakTep. Koxxa nokpbiBaeTcs neTexmamm, CMHsIKamu, KpoBonoaTekaMmu (B MecTax nansnauum, UHbeKUMM 1
Ap.), MecTa YKONoB J0SIro KpOBOTOYAT, YacTbl reMaTypusi, HOCOBbIE KpoBOTeYeH s, MerneHa. OTmevatroTcs
NOOKOXHbIE U 3a0PIOLLMHHBIE reMaTOMbl, KPOBOU3NUSHUS B OPbIKENKY Y CTEHKM KULLOK, YTO MHOr4a
NPUBOAUT K KAPTMHE KULLEYHON HEMPOXOAMMOCTU N OCTPOTO XUBOTA, CIY>KUT NPUYNHOKM NETanbHOro nucxona
npwn onepaTuBHbLIX BMELLATENbCTBax (0cobeHHO B NOXMITOM Bo3pacTe). JlabopaTopHble nokasaTtenu: pesko
BblpaXX€HHOE CHXKEHNE NPOTPOMONHOBOIo nHaekca (40 30%) U 3HaYMTENbHOE YANIMHEHNE BPEMEHN
CBEpPTbIBaHMS KPOBW MPU NOCTAaHOBKE aKTUBUPOBAHHOIO YacTUYHOro TpoMbonIacTMHOBOrO TecTa (npu
HOpMarsibHbIX NoKa3aTesnsix TPOMOMHOBOrO BpEMEHMU, COAEPXKaHUS B KPOBU PUOPUHOreHa n TpomoounTos),
npwn oTpuuaTenbHbIX TeCcTax Napa-koarynsumm (3TaHON0BOro, NPOTaMUHCYNb(ATHOro), YTO NO3BONSAET
NCKIMIOYUTb CUHOPOM OUCCEMUHNPOBAHHOIO BHYTPUCOCYOMUCTOrO CBEPThIBaHUS KPOBU. JleueHue:
TpaHcdy3un nnasmbl, BHyTpMBeHHOE BBeaeHMe komniekca NIMCB, BHyTpnMBEHHOE N BHYTPUMbILLEYHOE
BBeZleHWe BMKacona unu gpyrux npenaparos ButammHa K. Heobxogumo nevyeHne 0CHOBHOro 3aboneBaHus.



» 3. [emopparnyeckmne gmatessbl, 00ycnoBrneHHble Nepeao3npOoBKON renapuHa u (unn)
dMOPUHONUTMYECKMX NPenapaToB (Lenuasbl, aBenm3nHa, ypokMHasel 1 ap.).
[ MnokoarynauMoHHbIN 3hekT renapmHa BapbupyeT B BonbLUNX Npeaenax, no3Tomy
HeobxoaMMble 4O3bl NpenapaTta 4OMKHbI NoaAbupaTbCs He N3 pacyeTa Ha 1 Kr maccbl Tena
BOnNbHOroO, a No NoKasaHUsM KoarynorpamMmmbl (HanpuMep, BPEMEHN CBEPTbIBAHNSA KPOBN,
BPEMEHN CBEPTbIBAHMA MPU NOCTAaHOBKE aKTMBUPOBAHHOIO YaCTUYHOIO
TpombonnacTtnHoBoro Tecta). [lepnoanyeckoe pasoBoe (1 pa3 B 3—4 4) BBEAEHNE
renapuvHa vawle gaet remopparm4yeckme OCrioXXHEHUs, YeM paBHOMEPHOE KanerbHoe
BBEeAEHMeE npenaparta B Tex Xxe gosax. PubpuHonutmnyeckue npenapatbl BHa4ane
BbI3bIBAlOT rMNepKoarynaumio, B CBA3M C 4eM UX BBOAAT B COMETAHUM C renapmHOM B MarsibiX
NI cpefHNX J03aX, 3aTeM rmnokoarysnsumnio ¢ 0COOEHHO BblpaXXeHHbIM YA IMHEHNEM
TPOMOWNHOBOIO BPEMEHMU U CHKEHNEM COAEPXKaHUSA PUbpNHOreHa B nNnasme KpoBu. ATu
COBUIMM MOTYT CIYXXUTb NPUYNHON KPOBOTOYMBOCTM CMELLAHHOIO TMNa (netexuarbHo-
NATHUCTO-FEMaTOMHOrO), HOCOBbIX, MOYEYHbIX U XXENYOOYHO-KULLEYHbIX KPOBOTEYEHWUIA.
Oco6eHHO BbICOK pUCK NPOdY3HbIX KPOBOTEYEHNIN Y BOMBbHBIX A3BEHHOM B60ME3HbIO U
BO3HUKHOBEHUA MHCYSLTOB Y BOMbHbIX C apTepuanbHON rmnepTeH3nen. JledeHme: otmeHa
npenapara, BBegeHune (4pobHo) npoTaMuHa cynbdara B Manbix 4o3ax C Lenbto 6rokaabl
OENCTBUA renapuHa, TpaHcgysnm nnasmbl KPOBU, NPY Nepeno3npoBke
dMOPUHONUTMYECKNX NpenapaToB BHYTPUBEHHOE BMBAHME aMUHOKANPOHOBOW KNCMNOTLI
NN KoHTpuKana. CneayeT yunTbiBaTb, YTO renapuH 6bICTPO BbIBOAUTCA U3 OpraHnu3ma, u
OencTBue ero npu ogHOKpaTHOM BBEAEHUM B BEHY HACTyMnaeT NoYTu cpasy u
npogosnkaeTcsa 4—5 Y nocrne npekpalleHns seegeHns. [loaTtomy remopparun,
00yCcnoBrieHHblE Nepeao3npPOBKON renapuHa, MeHee NPOAOIKUTENbHbI U BO MHOTMX
cny4vyasax MeHee onacHbl, YEM BbI3BaHHbIE aHTUKOArynsHTamMmm HeNpPsMoro A4eNcTBusS.



HabnogeHue n aucnaHcepusaymsa 60rbHbIX reMmopparm4eckumm
anatesamMmn. bonbHble OOMKHBI HAXOAUTLCSA HA AMCMAHCEPHOM y4eTe
y remartosiora no MecTy XUTeNMbCTBa U B PErmoHarbHOM
reModMnNMYECKOM LIEHTpPE, rae NPOBOAUTCS pa3BepHyToe
nccrnegoBaHmMe CUCTEMbI FEMOCTasa, YTOMHSAETCS ANnarHos,
3anosfiHaeTcs AncnaHcepHas KHMKKa (CoaepXXuT nHpopmauuio o
METOAax OKasaHus nNayueHTy NnepBon MOMOLLM, O TaKTUKE ero
BeOEeHUs1 Npy TpaBMax, onepaTtuBHbIX BMeLLaTeNbCTBax
BO3MOXXHbIX OCIIOXXHEHUSAX), AA0TCA peKOMeHJaUumM Kak camomMy
6onbHOMY, Tak U MeapaboTHMKaM No MECTY XUTENbCTBA,
OCYLLECTBSAETCSH reHETUYECKOE KOHCYNbTUpOBaHMe, NPOBOAUTCS NPU
HeobX0ANMOCTU XMpypruiyeckoe, optonegmnyeckoe u
cTomMaTtoriorm4yeckoe nedveHne 6onbHbIX. AKYLLEPCKO-
rMHeKonornyeckasa noMoLlb NoAo0dHbIM 60SbHBIM AOMKHA
OKa3sblBaTbCHA B COOTBETCTBYIOLLINX CNELNANU3NPOBaHHbIX
yupexaeHusix npu obasatenbHOM y4acTum remaToriora u
peaHumaTonora. bonbHbIe 1 UX POACTBEHHUKN OOMKHbI 00y4aTbCH
MeTo4aM OKa3aHuda goBpadvyebHoOn MeanoMoLLu, LenecoobpasHo nx
oOy4eHune Ha Kypcax megcecTep.



[emopparnyecKkmMm BacKyrnuTy
aeTeu

B MKB-X remopparmnyeckuin BacKynuT OTHECEH K ansfieprnyeckou

nypnype. OcTaBneHo Takke paBHOLEHHOE Ha3BaHue "nypnypa LeHnenHa -
[eHOXa", nnu

"remopparmyeckasi nypnypa". C opyrov CTOpOHbI, reMopparn4ecknin BackynuT
OTHOCST K

cucteMHblM Backynmtam. Yactorta [ B coctaBnge
HaceneHus; Jaile

ooneroT A4eTn oT 4 A0 7 NET, COOTHOLLUEHUe Marby
2:1.
OTtmnonaroreHes [ B y neten MoXeT 6bITb BbI3BaH

NHPEKLUMOHHBIMW areHTamu, CoCoOHbIMU MPUBO}
peakumsm B cocyaax

pasnunyHoro kanubpa (umToMeranoBunpyc, BUpYC
napsoBupyc B19,

BUpyc AnctanHa - bapp, cTpenTto- n ctagonokok
carnibMoHenna un ap.).




B oTnuume ot apyrnx cuctemHbix Backynutos npu B B

BOCManuTenbHbIN NPOLLECC BOBNEKAOTCS COCYAbl MENKOro kanubpa. MexaHu3mbl, nexatume B
ocHoge ['B, He paclunpoBaHbl MONMHOCTLIO, HO CEroAHsA M3BECTHO, YTO B pa3suTum B

UMeLOT 3HaYeHne MMMYHOKOMMIEKCHbIN MEXaHN3M, TMnepvyBCTBUTENBHOCTb 3aMeAIEHHOIo
TUNa, ayTOMMMYHHbIN U Napaannepruieckuin MexaHn3Mbl.

O6pasoBaHue KOMNIEKCOB aHTUreH - aHTuteno (Alr-AT) nnu

MMMYHHbIX KoMnekcoB (MIK) paccmaTpumBaeTcst kak HopMaribHbIN NpoLece, HanpaBneHHbIN Ha
3almMTy opraHM3ma OT NaToreHHbIX Bo3gencTeuin. Knaccuyecknmu nposiBneHmsamMm
MMMYHOKOMIMITEKCHOIO NPOLLEcca, CBA3aHHOTO C HapyLueHneM anuMmuHauum VK n otnoxeHvem
UX B TKaHAX, ABNSAOTCA BACKyNUT, HEPUT, apTpuT.

Pa3B/THe MMYHOKOMMMEKCHOM NaTonorny CBA3bIBaloT CO CRneayowumm

NposiBNeHNaMU:

HapyLLueHueM HopMarnbHoro knnpeHca UK n3 kpoBeHoCHOro pycna;

naTonoruen cuctembl komnnemeHTa (Co), 4To BeAeT K HapyLLEHUIO

npoueccoB NogaBneHns UMMYHHOW nNpeumnuTaumm n pacteopeHnsa komnnekcos Al-AT v
cnocobcTByeT anutensHom umpkynsaumm UK, a Takke nx OTNOXEHUIO B KNETKaxX-MULLEHSIX;
CHUXeHMeM (PYHKLMOHANbHOM akTUBHOCTM haroLMTUPYIOLLNX KIETOK,

NOKann3oBaHHbIX B MEYEHN U CeneseHke;

130bITOYHLIM 06pa3oBaHNEM LIMPKYNUPYIOLLMX UMMYHHbIX KOMISIEKCOB,

NHAYLMPYOLLMX charoumMTapHbI OTBET, BbICBOOOXAEHME NPOTEONUTUYECKNX (DEPMEHTOB 13
HENTPOGUIOB.




MHormmm nccnegoBatensamMm OTMEYEHO yYBeNnnyYeHne KOHUEeHTpauum B

cbiBOpOTKe kpoBu npu ['B pakTtopa BunnedbpaHga (PB) n antureHa daktopa Bunnebpanaa
(Ar®B), ntmmyHornobynmHoBs knacca A (IgA). Mbl Takke OTMETUINN YBESNTUYEHUE ITUX
nokasartenemn, Ho 6onee Bbipa)KeHHOE NMpPu KanunnapoTOKCUYECKOM HedpuTe, Yem npu
yucton nypnype. Noatomy ®B B CbIBOPOTKE KPOBM paccMaTpmuBaeTCcs Kak Mapkep
BACKYIMMTOB U NaTOreHeTUYEeCKUN MEXaHM3M.

Peuentopsbl ans ®B onncaHbl He TONbKO Ha TpoMboumTax, HO 1 Ha

MemMOpaHax MonogbiX apUTPOLUTOB (peTukynounTax). Takum obpasom, peTUKynounTsbI
MOryT

NPUKPENNATLCA K HAOoTeNnManbHbIM Knetkam (3K) yepes monekyny ®B, a 3atem
y4yacTBoBaTb B TPOMO0O0Opa3oBaHMn, HapyLlaTb peosiorndyeckne cBomcTea Kposu. [NMpu
BacKynuTtax Ha poHe BbICOKOW KOHUeHTpauun UMK obHapyxeHo yrHeTeHne aroumtapHom
aKTUBHOCTU HENTPOUIIOB. BO3MOXHO, C 3TUM CBA3aHbI CHMKeHWe KnupeHca UK, nx
NepCcUCTeHUMA B KPOBOTOKE.




TeyeHne NMeeT UMKIMYECKUN XapaKTep: YEeTKO
OYepYEeHHbIn OebtoT

cnycTs 1-3 Hegenu nocrie nepeHeceHHOW oCcTpon
BUPYCHOM UNn BakTepmanbHON MHEKUNN,

BaKUWHaALUUKM U OPYTrUX MPUYNH N BbI34OPOBEHNE
yepes 2-4 Hegenu. Ho TeveHne moxeTt

nprobpecTy BONTHOOOPa3HhbIii XapakTep ¢
NOBTOPHbLIMW BbICbINaHNAMN XxapakTepHon ans B

cbinun. Kak npaBuio, MNOBTOPHbIE BOJIHbI BbICbIMaHUM
NP HanNM4nmn abaoMuHanbHoro CnHOpOMa

COMNPOBOXAAKTCS NOSIBIIEHNEM
"KanunnapoTokcmnyeckoro Hedopurta'.

XapakTep cbinu npu ['B ypesBblvanHO pa3HoObpa3eH:
9TO MOXET ObITb

apuTemaTo3Has, KpanmBHas, NATHUCTO-NanynesHas,
OynnesHo-HeKkpoTuyeckas!, KokapaHas

CblMb, KaK Npasuo, B Aebtote 3abonesaHus.
TunnyHon aBnsieTcs

nanyrnesHo-remopparmyeckas Cbinb AnameTpom oT 2
[0 5 MM. Y geten oo 5 neTt arnemMeHThbl

cbinv npu 'B MoryT ObITb CANBHBIMK, C
BblpaXX€HHbIMWN HapPYLUEHUSIMN MUKPOLIMPKYISALNN B

LeHTpe arnemeHTa (KokapaHas cbirnb). OKosno 5%
peten B aebtote B He nmetoT cbinu, a

3aboneBaHne NposBRAeTca abAoMUHaNbHBIM
CUHOPOMOM, YTO MOXET MPUBECTU K OLLIMGOYHOW

OnarHoCTmKe OCTporo anneHgnuunTa.




[Mpu TMNn4YHOM KapTuHe ['B B aHanuse nepundepnyeckon
KPOBU MOXET

ObITb YMEPEHHbIN NENKOLMTO3 C HENTPOUITE30M, S03UHOUNUEN,
TpomoouunToas. Npun

OTCYTCTBUU KULLEYHOTO KPOBOTEYEHMUA YPOBEHDb reMornobmnHa n 4Yncno
SpPUTPOLINTOB

HOpPMarbHbI, MOTYT ObITb OGHapPYXeHbl dparMeHTUPOBaHHbIE APUTPOLMTBLI Kak
crnencrteune

cnamk-cuHapoma 1 HebornbLIOE CHUKEHNE YNCa 3PUTPOLIUTOB, YBENNYEHNE
obLero

BunNMpybunHa, 4TO OTHOCUTCS K CUMNTOMaM MUKPOaHIrMonaTn4eckon aHemMmm
npu [B.

CucTtema cBepTbiBaHMs KpoBM Npu ['B xapakTepuayeTcst CKIIOHHOCTbIO

K runepkoarynsaumm, no3ToMy KOHTPOMb 3a COCTOSIHUEM reMocTasa AOMKEH
ObITb NCXOAHbIM

N nocrnegyrnwmnM anda KOHTponda JoCTaTtoOMHOCTU Teparnnn n ee Koppekunn.




(UT)
— 3aboneBaHune, KoTopoe Hanboriee YacTo (B 40% criyyaes)
ABNAETCH NPUYNHON reMmopparm4eckoro cuHgpoma B
remaronormnyeckon npaktuke. PacnpoctpaHeHHocTb ATT
cpeav geten n B3pocnbix konebnetca ot 1 4o 13% Ha 100




NTI — ayToMmmyHHOE 3aboneBaHune, ang KOTOporo
XapaKTepHbI:

N30nMMpoBaHHasa TpoMoonNuTUyeckaa TPoMooLUTONEHUS
(MeHee 150000/MKI) Mpu OTCYTCTBUN UHBIX OTKIOHEHUN
npw noacyeTe POPMEHHbIX ANIEMEHTOB N B Ma3Ke
KpPOBY;

HOpManbHOE UMK NOBbILLEHHOE YNCIIO MErakapnoumToB
B KOCTHOM MO3re;

OTCYTCTBME Y NAaLNEHTOB KITMHUYECKUX NPOABINEHNN
apyrux sabonesaHnm nnn akTopoBs, CNOCODOHbIX
Bbl3BaTb TpomMmbouutoneHuto (Hanpumep, CKB, BUY-
NHJQOEKLNSA, NENKO3, Mnuenogucnnasnm, a-g-
rmobynnHemMmns, BPOXOEHHbIE N HACINEACTBEHHbIE
TPOMOOLINTONEHNUN, NEYEHNE HEKOTOPbLIMU
npenaparamu).



 [eHeTuka. Tl — 3abonesaHue
npnobpeTeHHOE, NMOATOMY rEHETUYECKUX
nccneaoBaHMM Mano, HO reHEeTUYECKU
NeTepMUHUPOBAH Npu 3TOM 3aborneBaHnmn
MMMYHHbIN OTBET. [10 AaHHbIM HEKOTOPbIX
asTtopos (H. . Llabanos 1 ap.) B pa3sutumn
NTI1 onpeageneHHyto ponb urpaet
HacrneacTBeHHada NpeapacnosioX)KEHHOCTb —
nepegaBaemas no ayTocoMHO-AOMUHAHTHOMY
TUNY Ka4yeCcTBeHHAast HEMONHOLIEHHOCTb
TPOMOOLMNTOB.



pexe — meneHa, rematypis)- POk - (PaKTOPBIKaKTIpaBY pn
cnepywowme: OPBW, oetckune I/IHCbeKLI,I/II/l (BeTpﬂHa;l ocna KOpb KpaCnya),
BaKUMHaUmMA, nepcncteHuma supycos CMV, EBV, napsoBupyc B19. [pwu
domsnkanbHOM obcrnenoBaHuUmM pedbeHka, KpoMe reMmopparn4ecKoro

CMHAPOMa, ApYyrne CUHAPOMbI NOPaXXeHUS (MHTOKCUKaLInS,



» [lnddepeHUmnanbHbIM AnarH03 npoBoOAUTCA CO
crieayrwmmm 3adboneBaHNAMMN: NIENKO3,
annacrtuyeckasa aHeMuns, reMoSIMTUKO-
ypeMuyeckmm cmHapom, cnHapom Buckotta —
Ongpwvya, aHemns PaHKoHU, TAR-CUHOPOM,
TpomMmboTu4yeckasa TpoMmboLmnToNeEHNYECKas
nypnypa, CKB, cnHgpom Kaszabaxa —
MeppwuTta, aHomanun Maga-XerrnmHa, bepHapa
— Cynbe, cnHapom duilepa,
Muenogucnnactnyecknmn cuHapom, BUY-
MHdbeKkums, BUPYCHble MHAQpeKuunn (CMV, EBY,
napesoBupyc B19).



[OwnarHocTtuyeckune TecTbl. HayyHo 060CHOBaAHHbLIX

OaHHbIX O TOYHOCTU U JOCTOBEPHOCTU
OVarHoCTUYECKUX TECTOB, NpumMeHaemblx npm UTTI,
marso. Kak npaBuno, 4ns NOCTaHOBKM OKOHYaTESTbHOIo
anarHosa HeobxoauMo nNoaTBeEpPAUTL Hannyme
N30SIMPOBAHHON TPOMOOLINTONEHNN U UCKITHOYNTD
Opyrve BO3MOXHbIE e€ MPUYKMHbI, aHanu3npysa aHHbIe
aHamMHesa, 06beKkTMBHOro obcrnenoBaHus, pesynsraThl
KITMHMYECKOro aHanm3a KpoBu 1 Maska
nepudepnyeckoun Kposun. [lJaHHbIX O MPOrHOCTUYECKON
3HAYNUMOCTU UNK 3PPEKTUBHOCTN JOMOSTHUTENBHbIX
METO0B MCCrefoBaHna (Hanpumep, BbIABIIEHNE aHTU-
OHK, aHTMKapanonunmHoBLIX M aHTUTPOMOOLIMTaAPHbIX
aHTuTen, npoba Kymobca, ypoBHM UMMYHOTI06YNMHOB,
ornpeneneHue Yymucna TpoMmbounToB y poanTenen) B
TUNUYHBbIX criydasax UTTT Her.

”_’/;_ &



» £ JleyeHune octpon NTT1. Bce 6onshbie NTI ¢ nabbiMmn ApOSBIEHNAMN reMoppParkyecKkoro
CUHOPOMA A0STKHbI ObITb roCNMUTanNu3npoBaHbl. ¥ B nepByto ovepenb HYXXHO peLunTb
BOMPOC: NeYNTb UM HE NiednTb BONbHOro? Y BCcex BOMbHbIX LIEMbo Tepanum u/nnm

S HabnoaeHna SBRAETCA NPodMAaKkTMKa CEPbE3HbIX (TSKENbIX) KPOBOTEHEHUN

(BHYTPUYEPEMNHOIo KPOBOUSMNUAHMS UINN KPOBOTEYEHNS N3 CIIN3UCTBIX C PasBUTUEM
TSDKEnomn nocTreMopparnyeckon aHemun), yrpoxkatoLLmx xu3Hy,060nbHoro, B TeHeHue
nepuoga TpoMboLmTONEHNN. E£Cnn Noboe N3 3TUX OCNOXHEHNW NPUCYTCTBYET, TO TEparnis
nokasaHa HeMeJRERHO, BHE 3aBUCUMOCTM OT KONM4yecTsa TpomMooUnToB. lpu TCTBUW
TaKNX OCIOXHEHUWBPaY-reMaTosior 4oSMKEH peLlaTh 3TOT BOMNPOC, nosarasd paBbi

’ cMmbicn. Tak Kak y Aeten Yauwe sctpedaetcsa octpas N TT 1 BO3MOXHQ HT

- BbI3OPOBIIEHME, NPU OFEYTCTBUM KPOBOTEHEHUM LieriecoobpasHo NpOgFo HabM4aTh 3a

bonk Ik ECNU KOXKHBIW rfeMopparn4yeckn CUHAPOM He HapacTtaerT, To Tepanusa [ K He

nokaga#a: Kak npasurio, B Takon cUTyaL M reMopparMy Ha KoXe ucyesarot B TedeHne 7-10

OHEeWn, KOnm4ecTBo TPOMOOLIMTOB HOPManuayeTcsl No; WUHOVBUAOYANbHO Y KaXaoro

GonbHoro. AnuTernibHoCTb TPOMOOLMTONEHNY ONPEAITHETES BpeMeHeM LIMPKYNsLN B

KPOBM aHTUTPOMOOUMTAPHbBIX aHTUTEN —OT 3-6 HeAEMb, 10 3-6 MecsiLieB.

TpombouMTONEeHUS NP OTCYTCTBUU FEMOppParM4eckoroenHapomMa rieveHmns He Tpebyer.

~ [Tpn HapacTaHUn KOXHOro reMopparM4eckoro CMHApoMa B apouecce HabnoaeHus 3a

B ©ONbHbIM U/UIN NPUCOEANHEHNN KPOBOTEYEHUS NOKa3aHa UMMYHOCYHPEGCMBHAA Tepanus

K. 'K (npegHn3onoH) kak HadanbHasa Tepanna HasHavYaeTcaA B CpeAHen cyTo4Hom fose 60

Mr/M2 (MTO COOTBETCTBYE /KI B CYTKW) Ha 3 Hegenu no-3 pasa B AeHb (600, 1000, 1400) €

Y4ETOM CYyTOYHOro 61op 23 cyTouHoM Ao3bl ['K gatoTca B yTpeHHMe Yachl.

TRexHenenbHbl CPOK TepanuuTK B onHom Jo3e onpeaensieTcs repyonomM nonypacnasaa
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Tabnuua 1. HayanbHoOe nedyeHmne nanonaTtmnyeckou
TpoMboUMTONEHNYECKON NYpPNypbl (pekoMmeHaaunm AMepPUKaHCKOro
obLiecTBa rematonoros, 1997 r.)

Ynucno TpoMBOLNTOB U KIMHUYECKNE NPOSIBIIEHNSA
OueHka meTopa:
LlenecoobpasHo. CteneHb LienecoobpasHOCTM TOYHO He onpeaeneHa. HeuenecoobpasHo
Yucno Tpom6ouMTOB MeHee 10 TbIC./MK.
BeccumntomHoe TeyeHne K Ig G B/B, rocnutanu3auma HabniogeHne, CNieHaKToMms

Cnabo BblpaxkeHHasi nypnypa MK lg G B/B, rocnutanu3auma HabniogeHue, CnneHakToMns
KpoBoTeueHune 13 CnmnmancTblX K, rocnutanusauusig G B/B HabntogeHue, cnneHakToMuns
Tskenoe KpoBoTEYEHNE IgG B/B, 'K, rocnutanusauymsa CnneHakTomMus HabniogeHnuve

Yucno tpom6ouunToB OT 10 80 20 ThIC./MKI.
BeccumntomHoe TeyeHne K locnutanunsauus, IgG /B HabntogeHue, cnneHakToMmus

Cnabo BbipaxkeHHas nypnypa MK locnutanunsauus, IgG B/B HabntogeHue, cnneHakToMmus

KpoBoTeueHune 13 CnmnmancTblxX K, rocnutanusaumnslgG B/B HabnogeHne, cnneHakTroMmus

Tshkenoe KpoBoTEYEHNE IgG B/B, 'K, rocnutanusaumsa CnneHakTOoMUSA Habnogenne
Yucno tpomboumnToB oT 20 80 30 ThiC./MKI1..

BbeccmmnTomMHOE TeueHne K, IlgGB/B HabniogeHue, CnneHaKToMud, rocnutanmsaums

Cnabo BbipaxkeHHas nypnypa MK IgG B/B HabntogeHne, CnneHakToMus, rocnuTanm3auus

KpoBoTeueHune 13 CnmancTbiX K Mocnutannsaums, I1gG B/B HabntogeHwne, CnieHaKToMus

Tskenoe KpoBoTEYEHNE IgG B/B,'K, rocnutanunsauus CnneHnakToMus Habnogenne

Yucno TpombouunToB oT 30 A0 50 ThiC./MKI1.

BeccumnTomMHOE TeveHne MK HabntopeHue, 1gG B/B, CNIIEH3KTOMUSA, rocnuTanm3aums

Cnabo BblpaxxeHHas nypnypa MK HabntogeHue, 1gG B/B, CNNEHIKTOMMUS, FOCNUTanu3auus

KpoBoTeueHune 13 CnmnmancTbixX MK locnutanunsaums, IgGe/B  HabntogeHwne, CnineHaKTomMums

Tshkenoe KkpoBoTeYeHME K, 1gG B/B, rocnntanusaums HabntopeHne, cnneHakTomms

Yucno TpombouunToB OT 50 80 100 ThiC./MKH.
BeccumntomHoe TeyeHne  HabniogeHue IgG B/B, cnneHakTomus, K, rocnntanusauyus
Cnab6o BblpaxkeHHas nypnypa HabniogeHnune IgG B/B, cnneHaktomus, K, rocnntannsauyus

KpoBoTeueHune n3 cnnmancTbixX Habnogenue, MK, rocnntanmnsauyusa CnneHakTomus, I1gG B/B



JleueHune xpoHunueckon ATTI. dnutensHocTb NTI1 Gonee 6 mecsiueB CBUOETENLCTBYET O
XpoHun4veckon oopme 3aboneBaHusi, XOTst HE UCKNKYEeHa BEPOATHOCTb CNIOHTAHHOIO
BbI3[JOPOBIIEHNA Aaxe Yepes3 HECKONMLKO JET, Takke pearibHa BO3MOXHOCTb HOBOIO
yXyALleHus (Kpuaa) nnm HenpepbiBHO peunamsupyroLero tedeHmd. [Npu xpoHnyeckom ATT
Tepanus Takke NPOBOANTCA C LIENbI0 YMEHbLUEHNS PUCKA CEPLE3HbLIX KPOBOTEYEHUN,
UYncno TpoMBOLMTOB MOXKET HE KOPPENMPOBATb C PUCKOM KPOBOTEUYEHUN. Y BCEX BDOMNbHbIX
OOJTXKHbI ObITb MCKMIOYEHbI aCNPUH U ApYrMe aHTunarperaHTbl U/unmn aHTukoarynaHTel. He
crneayet genartb BHYTPUMbILWEYHbIE MHBbEeKUMK. ICKntoYaloTca BakUuyHaLMn 1 anneprexsl (B
TOM YuMcCre NULLEBbIE), TaK Kak OHN MOTYT yBENUYNTL CTENEHb TpoMbounToneHnn. PebeHky
C Bblpa)XeHHbIM remopparm4eckum CUHAPOMOM W/UNKn KONMYECTBOM TPOMOOLIMTOB MEHEE
50000 crnenyeT pesko OrpaHnyuTb ABUraTernbHbIN PeXnUM, Urpbl Ha ynvue. [laxe npm
MUHUMAarbHOW Bbipa)XEHHOCTMN reMopparm4eckoro CMHapomMa 1 Konmyectae TpomooumnToB
MeHee 100 000 3aHATMA CNOPTOM HYXXHO NpeKpaTuTb, YTOObI NpeaynpeanTb BO3MOXHOCTb
TpaBMmbl. [TnaBaHne B 3TOM cMbicne 6onee besonacHo. Npu coxpaHeHnn
TPOMOOLMTOMNEHUM, HO OTCYTCTBUN rEMOpparm4eckoro CMHApoMa fie4eHne He TpedyeTcs,
eCnn ABuUraTenbHbIn PEXUM orpaHnyveH. Ecnn pebeHok BeaeT 4OCTaTOuHO akTUBHbIWM 06pa3
XN3HM, HeobxoaMma cumnToMaTndeckasa Tepanus: YepeaoBaHue KypcoB domtoTepanum
(Kpanuea, TbICAYESIMCTHUK, LLUMNOBHUK, NACTYLLbA CYMKa, apHUKa 1 ap.) C
aHrmonpoTektopamu (QUUUHOH — 1 ap. x 3 p., marHym C 0,25-0,5 x 1p., Tpaymenb 1T.x 3 p.).
CumMmnTomMaTuyeckas Tepanms NoCTOSIHHO NMPOBOAUTCS NPU HENPEPBIBHO peumnanBmpytoLem
TeyeHnn xpoHndeckoun UTTI.



