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HALUWOHANBbHDLIN CTAHOAPT POCCUNCKOMN GELEPALUMN

MpoTokon BegeHUs 60bHbIX

BONE3Hb BUNTEBPAHOA

Protocol tor patients management. Von Wlliebrand's disease

NaTta BBegeHns — 2009—09—01

1 O6nacTb NpUMeHeHus

HacTosiwuii cTaHAapT ycTaHaBAMBaeT BuAbl, 06beM M MnokasaTenn kayectBa MeAWLMHCKOW NMoMoLLm
rpaxgaHam npu 6onesHu Bunne6paHga.

HacToswuit cTaHgapT npeHasHaueH A8 NPUMeHeHUs MeAULMHCKUMU OpraHn3aumsmMm 1 yupexaeHu-
AMU chefepanbHbIX, TEPPUTOPUANBHBIX U MYHULMNAbHBIX OPraHOB YMpaB/ieHUsi 34paBOOXPaHEHNEM, CUC-
TeM 06s3aTe/lbHOr0 M A06GPOBOMLHOTO  MEAWLMHCKOTO  CTPaxoBaHusi, APYTUMU  MeAULMHCKUMM
opraHv3aunsiMy pasnnyHbiX OpraH1M3aLMoHHO-NPaBOBbLIX (DOPM AesTeNIbHOCTU, HanNpaB/eHHO Ha okasaHue
MeAVLMHCKOW nomoLyy.

2 HopmaTtuBHbIe CChIIKK

B HacToslLem cTaHfapTe NCNosb30BaHa HOPMAaTMBHASA CCbIIKa Ha creaylolnii cTaHaapT:
FOCT P 52600.0—2006 [MpoTokonbl BefeHns 60bHbIX. O6LMe NONOXeHNS

MpumeyaHune — MNpy NONb30BAHWM HACTOSILMM CTAHAAPTOM Liefiecoo6pasHo NPOBEpPUTH LEeCTBME CCbINOY-
HbIX CTAHAAPTOB B MH(OPMALNOHHON cucTeme 06LLero nosb3oBaHus — Ha ouymanbHOM caiiTe ®efepanibHOro areHT-
CTBa N0 TEXHWYECKOMY PEry/IMPOBAHMI0 U METPOOTN B CETW VIHTEPHET WK NO EXErofHO N3A4aBaeMoMy NH(OPMaLMOHHO-
My ykasateso «HauuoHasibHble CTaHAApTbi», KOTOPbLIA ONy6/IMKOBAH MO COCTOSIHMIO HA 1 sAHBaps Tekywero roga, u no
COOTBETCTBYIOL MM €XEMECAYHO U3LaBAEMbIM UH(DOPMALMOHHLIM yKasaTensmM, ony6a1MKoBaHHbIM B Tekylem rogy. Ecnu
CCbIJIOUHbIN OKYMEHT 3aMeHeH (M3MeHeH), TO Npu N0Ib30BaHUN HACTOALWMUM CTAaHAAPTOM C/leyeT pyKOBOACTBOBATLCS 3a-
MEHSALWMUM (M3MEHEHHBIM) CTAHAAPTOM. EC/M CChINIOYHbIA JOKYMEHT OTMEHeH 6e3 3aMeHbl, TO NOOXEHUE, B KOTOPOM fa-
Ha CCblflKa Ha Hero, NPUMEHsIeTCs B 4aCTu, He 3aTparusaioLeil 3Ty CChIJIKY.

3 O6wme nonoxeHus

MpoTokon BegeHus 60bHbIX «bonesHb BunnebpaHpa» paspabdoTtaH AN peleHns cneyoLmx afau:

- onpeAeneHns cnekTpa ANarHocTMyecknx n neyvebHbIxX yCnyr, okasblBaemblx nauueHTam ¢ 60n1e3Hbio
Bunneb6paHga;

- YyCTaHOB/IEHUSI eAUHbIX TPEBOBaHMIA K MOPAAKY ANATHOCTUKN 1 NeYeHnsa naumeHToB ¢ 60ne3Hblo Bun-
ne6paHaa;

- onpegeneHns anroputMoB AMArHOCTVKK ¥ nedenuns 6onesHn Bunnebpanaa,;

- yHUDUKaLMM pacyeToB CTOMMOCTW MeAMLMHCKON nomolymn, pa3paboTkun 6a30BbiX nporpamm obsi3a-
TeNbHOro MeAULMHCKOro cTpaxoBaHus 1 TapndoB Ha MeANLMHCKME YCYT U ONTUMU3auun CUCTeMbl B3anMo-
pacyeToB Mexzy TeppuTOopusMK 3a OKasaHHylo nauyveHTam ¢ 6ones3Hbio BunnebpaHga MeanLMHCKYO
NOMOLLb;

- (hopmmnpoBaHna NNLEH3MOHHBIX TPE6OBaHWIA 1 YCN0BUIA OCYLLECTBIEHNSA MEAULIMHCKON AeATeNbHOCTY,;

- onpegeneHns oOpMynspHbIX cTaTel NeKkapcTBEHHbIX CPeACTB, NPUMEHAEMbIX A1 NeYeHns 601e3HN
Bunneb6paHaa;

N3paHne opuymnanoHoe
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- OCYLLIeCTB/IEHNSA KOHTPO/IA 06BEMOB, AOCTYNHOCTN U KavyecTBa MeAULIMHCKON NOMOLLK, OKa3blBaeMOoli
nauneHTy B MeANLMHCKOM YUYpeXAEeHUN B paMKax rocyapCTBEHHbIX rapaHTuii obecneveHns rpaxgaH bec-
nnaTHo MeANUMHCKOM NMOMOLLbIO.

B HacToswwem cTaHgapTe ucnosb3yeTcs yHUULMPOBaHHAA LIKana OLeHKV ybeauTenbHOCTH gokasa-
TEeNbCTB NPUMEHEHUS MeAMLUHCKMX TEXHONOMMIA 1 AaHHbIX B cooTBeTcTBUM ¢ TOCT P 52600.0 (npunoxe-
Hue A).

3.1 Knaccudukauna 6onesnn BunnebpaHga

BonesHb BunnebpaHaa npegctaBnset coboit HacneacTBeHHoe 3abosieBaHMe CUCTEMbI remocTasa,
XapakTepusytLieecs KO/IMYeCTBEHHbIM WK KayeCTBEHHbIM HapyLleHneM cuHTe3a aktopa Bunnebpanga.

Kog Bonesun BunnebpaHga no MexayHapogHoi knaccudumkayum 6onesHell, TpaBmM 1 COCTOSHWUIA, BAN-
ALWmnX Ha 3goposBbe. 10-ro nepecmoTtpa (MKB-10) [1] — D68.0.

PacnpocTtpaHeHHocTb 60ne3Hn BunnebpaHga coctaBnset 1 % — 2 % B nonynsauuu. bonesxub Bunne-
6paHfa HacnefyeTcs No ayToCOMHO-A4OMUHAHTHOMY UM @yTOCOMHO-PELLeCCBHOMY MPpU3HaKy, B 3aBUCUMOC-
TV OT Tuna 3abonesaHus.

eH dhakTopa BunnebpaHga pacnosioXeH Ha KOPOTKOM nnedye 12-XpoOMOCOMbl, COAEPXUT 52 3K30Ha.
MHopmaLmoHHaa PHK kogmpyeT nonMnenTuaHyo Lenb 13 2 813 aMMHOKMCNOTHLIX OCTATKOB, KOTOpas npes-
cTaBnsieT coboli 6enok — npeflecTBeHHVK dhakTopa BunnebpaHga. nogseprawowmiica B aHgonnasmaTu-
4eCcKOM PeTUKY/IHOMO NePBOHAYA/IbHON MMMKOM3AaLMN U AVMepr3aLmu.

[Mocne oTwWwenneHnsa curHanbHoro nenTuaa u3 22 aMMHOKUC/IOTHBIX OCTaTKOB 06pasyeTcs npo-ghaktop
BunnebpaHnga. MNocnegyowme npoueccbl MynbTMepusaLuny cnocobCcTByOT 06pa3oBaHNio 3pesioi Moneky-
nbl thakTopa BunnebpaHga.

CuHTe3 chakTopa BunnebpaHga nponcxoauT B aHAOTEIMN COCY0B 1 B MerakapuounTtax. B tpombouu-
Tax haktop BunnebpaHga xpaHutcs B «-rpaHynax. 13 angotenusa nponcxoant 75 % — 85 % uupkynupyto-
wero cpaktopa BunnebpaHga. n3 merakapmoumtos — 15 % — 25 %.

B yyacTkax nospexpaeHus coCyAuCTOW CTeHku dpaktop BunnebpaHfa BbINOMHAET PoOSib COEfUHEHUSA
MexXay cy6aHfoTeNnnanbHbIMN CTPYKTYpammn n peLentopoM ravkonpoTemHom Ib Ha membpaHe TpoM6OLMTOB.
PeuenTtop Ha MembpaHe TPOMOOLMTOB FMKoNpoTenH Vb/LLI3 nmeeT MecTo AN CBA3bIBaHMSA ¢ hakTopom Bun-
ne6bpaHga. ®aktop BunnebpaHga obecneunBaet ctabunbHocTb pakTopa VI,

BbifenaoT Tpu 0CHOBHbIX Tuna 6onesHn Bunnebpaxga.

1- 1 TN 06yCcnoB/eH YaCcTUYHbIM KOMMYECTBEHHbIM AednumToMm dhaktopa Bunnebpanga. Mpu aTom
MynbTYMepHas CTPYKTypa ero coxpaHeHa. MimeeTca CHMXeHWe npokoarynsiHTHOW akTuBHOCTU chakTopa VI,
arperayuy TpoM60LUNTOB, MHAYLMPOBAHHON PUCTOLETUHOM. PUCTOLLETUHKOAKTOPHOM akTUBHOCTH, aHTUreHa
dhaktopa Bunnebpanga. Yactota faHHol chopMbl cocTasnseT oT 75 % go 80 % Bcex cnyyaes 60n1e3un Bun-
nebpaHpa. HacneposaHve ayTOCOMHO-4OMUHAHTHOE.

2- 1 TMN 06yCnoBneH KayeCTBEHHbIMU M3MeHeHusMun hakTopa BunnebpaHaa. CBA3aHHbIMY C HapyLue-
HVem hopMUpOBaHMSA My/IbTUMEPOB M Nogpasgenserca Ha noaTunbl: 2A, 28. 2M, 2N.

®eHoTUN NnoATMNa 2A ABNseTCA pesynNbTaTtoM HapyLleHUs ABYX pa3/INYHbIX MeEXaHU3MOB: AedekTa CUH-
Te3a BbICOKOMOJIEKYNSAPHbIX My/bTVMEPOB Y NOBbILEHUS NpoTeonunsa akropa Bunnebpanga. Mpu nogtu-
ne 28 oTMevaeTcs NoBbILWEHHOE CPOACTBO hakTopa BunnebpaHga K peLentopy Ha MmembpaHe TPOM60LMTOB
rMKonpoTenHylb.

MoaTn 2M xapakTepusyeTcs HapyLleHueMm cBA3n dpaktopa BunnebpaHga c peLentopom ramkonpoTteun-
HoMm |Ib Ha membpaHe TPOM6OLUTOB.

Moatun 2N xapakTepusyeTcss HOpMasbHbIM YpoBHEM hakTopa BunnebpaHaa v HU3KOW npokoarynsH-
THOW aKTMBHOCTbIO, YTO 06YCNOBIEHO HapyLeHUeM cBs3u paktopa VIl n dhaktopa BunnebpaHaa.

Hacneposaxuve 6onesHu BunnebpaHga 2-rotvna ayToCOMHO-AOMWHAHTHOE. 3a UCK/II0YEeHeM noAaruna
2N, rge oHo peleccuBHoe. HacToTa BCTpeyaeMocTh faHHbIX opm cocTaenseT oT 5% Ao 15 % scex cnyyaes
6one3nHn BunnebpaHga.

3- N TN — Hanbonee Tsxenas copma c NofHbIM feduuntom chaktopa BunnebpaHga. Ota copma
XapaktepusyeTcsa oTcyTcTBMeM hakTtopa BunnebpaHga B nnasme, TpoMéoumuTax 1 COCyamcTol CTeHke. Ypo-
BeHb (hakTopa VIII Huxe 10 %. HacnegosaHne — ayTOCOMHO-peueccuBHoe. 3aboneBaHue nposisaseTca y
rOMO3MUTOT C OUHAKOBbIMU AedEKTHbIMU annensamMmm Uan ABOMHbIX reTepo3nroT ¢ ABYMS pasnnyHbiMu gedek-
THBIMW annensmu. Y naymeHToB ¢ 3-M TUNOM MMEeTCs BEPOSATHOCTb MOSABMEHUS anfioaHTUTen K akTtopy
BunnebpaHga. YacTtoTa BcTpeuaemocTn 3abonesanus 3-ro Tuna 6onesHn BunnebpaHga meHee 5 %.

Kpome Toro, cyuiectsyeT TpoMboLMTapHbIA TN 60/1e3HM BunnebpaHga. KOTopblli 06yCnOBAEH MyTa-
uvei B reHe TPOMOGOLMTAPHOrO peLenTopa rnukonpoTtenHa lb. BCneAcTBUE KOTOPOI MOBbILWAETCA YyBCTBU-
TeNbHOCTb JAaHHOro peLenTopa K BbICOKOMOIEKYNAPHbIM My/nbTUMepaM dhaktopa Bunnebpanga. ®eHoTtvn
aHasiornyeH noaruny 28.
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MprobpeTeHHbI cMHAPOM BunnebpaHaa onpegensercs y nauynMeHTos ¢ ayTOMMMYHHbIMK, MM Onpo-
nudepatnBHbIMU 3a60/1€BaHUAMU, 06YCNOBEH NOSIB/IEHMEM MHIMGBUTOpA NPOTUB hakTopa BunnebpaHaa, a
Takxe KayecTBeHHbIMU aHoManuamu daktopa VIl B cBA3n ¢ agcopbuneil BbICOKOMONEKYNSAPHBIX My/IbTUME-
pPOB MaTo/I0rMyeckuMm 6enkamu.

AKTMBHOCTb hakTopa VIl BapbupyeT B 06Leii nonynaummn ot 50 % o 200 %. TSXeCTb KIMHUYECKOro
TeuyeHus 3abosieBaHNA XxapakTepn3yeTca YacTOTON remopparnyecknx NPosBAEHN N UHTEHCUBHOCTbIO KPOBO-
TEeYEeHUNA.

MosiBNeHne nHrmoutopa K thaktopy BunnebpaHaa — OfHO U3 pPefKuUX OCNOXHEHWIA 3aMeCcTUTEeNbHOW
Tepanuu y 60MbHbIX TsXeno chopmoii 6onesnn BunnebpaHaa. B oTaenbHbIX ciyvasx BO3MOXHO 06pa3oBa-
HUe aHTUTen K dpaktopy ceepTbiBaHusA VI, Mpy HaAMuMM aHTUTEN BO3HUKAKT CAIOXKHOCTU C AOCTWKEHNEM
remocTasa npu KpoBoTEYEHUN.

MpyHUMNbI NeYeHuns 6one3nn BunnebpaHaa. 0OCNOXKXHEHHON UHIMOMTOPOM, UMEIKDT OT/INUKA OT Tepanuu
npu 3a6onesaHny 6e3 nHrnbuTopa.

3.2 KnuHunyeckas kaptuHa

Haunb6onee xapakTepHbIM U cneymdunyeckum cMMNTOMOM Npu 60/1e3HM BunnebpaHaa sBNSTCA KPOBO-
TeueHus 13 CIM3NCTbIX NOIOCTU PTa, Hoca, BHYTPEHHUX opraHoB. CMMNTOMbI KPOBOTOUMBOCTM BapbUPYOT OT
YMEPEHHO BbIPaXEHHbIX A0 KpaiHe TAXenblX, NPOoTeKalT NPenMyLeCTBEHHO M0 MUKPOLUPKYNATOPHOMY
TMNy. Y nayMeHToB ¢ pe3kum geduuntom dpaktopa VIl HabnaaTcs 06UIbHbIE U NPOAOC/IKUTENbHbIE KPOBO-
TeueHus (HOCOBblE, ieCHEBbLIE, MATOUHbIE), TaKKe KPOBOM3NAHMA B MbILWLbI 1 cycTaBbl. Kpome Toro, Mmoryt
BO3HUKATb [/INTE/IbHbIE KPOBOTEUEHUS NPU TpaBmax, yaaneHnn 3y60B, onepauusx.

B AeTckoM BO3pacTe 4acTo 6bIBAOT KPOBOTEUEHUS U3 CIM3UCTLIX 060/104EK NOMOCTM pTa. HOCOBbIE KPO-
BOTEUYEHUS. CMHSAKM Ha KoxXe. Bonee Taxenoe TeyeHne remopparMyeckoro guaresa oTMevyaeTcsi BO Bpemsi
WK BCKOPE NOC/ie NepeHeCeHHbIX MHPEKLMOHHbIX 3ab6o1eBaHuii. Hanbonee BEpPOSITHbIM MYCKOBbIM MEXaHN3-
MOM KPOBOTEUYEHUs Ha poHe MH(PEKLMMN SABNSETCA HapyLLleHe NPoHULAeMOCTU cocyoB. BeneacTeume atoro
noABAAKTCA CaMONPOU3BO/IbHbIE KPOBOTEUEHUA Ananened3Horo tmna.

FemMaToOMbl — KPOBOU3/IMAHNA B MOAKOXHYK KneTyaTKy U MblleYHble TKaHW HabnAaTcs npeumy-
LLLeCTBEHHO NOC/e TPaBM Y 60/IbHbIX C TSHKENbIMU chopMmami 3a601eBaHUS.

Mpu 60onesHn BunnebpaHaa remopparmyeckuii CMHAPOM NpPosiBAsSieTCS He Bcerga, nepvoabl o6ocTpe-
HUA YepeayTcsa ¢ nepuogamMmn NoJsIHOrO UK NOYTY MOSTHOFO OTCYTCTBUSA reMopparvii. Y HeKOTopbIX nauueH-
TOB 60/1e3Hb BunnebpaHaa MOXeT coyeTaTbCa C NpU3HaKkamy Me3eHXMMasibHOW AMChnasnumn: NoBbILEHHOM
pPacTsHKMMOCTbIO KOXW, CNaboCTbio CBA30K C MOBbILWEHHON MOABWXHOCTLIO CycTaBOB, NponabupoBaHuem
CTBOPOK KnanaHoB cepaua.

AYTOCOMHbIV TUN HacneoBaHWs 06ycoBANBAET OANHAKOBYH YacTOTy BO3HUKHOBEHUSI 60n1e3Hn Bun-
nebpaHga y nauneHToB 060MX MOJIOB. Y XEHLWNH BCNeACTBNE OCOGEHHOCTEN (DM3MONOTMYECKOro CTPOEHMS
opraHuMamMa, CBA3aHHbIX C penpoayKTMBHOI hyHKUMen, HabnogaeTcs 6onee yactoe NposiB/ieHMe remMopparu-
Yyecknx cuMnTomMoB. OKoslo 65 % XeHLNH ¢ 601e3Hblo Bunnebpanaa ctpagatoT MeHopparuamu. Peumansupy-
0LLMe MaTOYHbIe KPOBOTEUEeHMs, NpogoskatoLmecs 6onee 10 AHEN, cCONpPoOBOXAATCA NOCTreMopparnyeckoii
aHeMuei.

XenyaoyHo-kuweyHble KPOBOTEUYEHUS y NaLMeHTOB ¢ 60/1e3Hbi0 BunnebpaHga He aBnsoTcs npeobna-
patouiein hopmoii KpOBOTOUMBOCTW. OHU MOTYT GbITb Bbi3BaHbl NPMEMOM MNpPenapaToB, BAUSIOLWMUX Ha arpera-
LU0 TPOMGOUMTOB (aueTuncanuunnoBan kKucnota U Apyrne HecTepouaHble MNpoTMBOBOCMNANIMTENbHbIE
cpenctBa). Kpome TOro, UCTOYHMKaMU KPOBOTEUEHWUI SABNSIOTCA NaTeHTHble A3Bbl Xenyfka v ABeHauartu-
NepCTHOW KMLIKK, TakKe 3p03UBHbIE FacTpUTbl, FeMOpPpPoOUAasbHbIE Y3/bl.

Y naumeHToB ¢ 60ne3HbI0 BunnebpaHaa MoryT 6biTb AUTENbHbIE KPOBOTEYEHMS Npu onepauusix, y
XEHLMH — BO BpeMs pofoB. Poabl y XeHLMH ¢ 60n1e3Hbio BunnebpaHga cBsisaHbl C PUCKOM BO3HUKHOBEHMS
3HauUUTENbHOI KpoBOMoTepPU. Y 60MbLUMHCTBA NALMEHTOB CO CPeAHETSXe o 1 nerkumu popmamu 3abosne-
BaHWs BO Bpemsi 6epeMeHHOCTH ypoBeHb hakTopa VIII nobiwaeTcs B 2—3 pasa U JOCTUraeT HOpMasbHbIX
3HauyeHwuiA, 0HaKoO B NOC/IEPOAOBOM Nepuoe BO3BpaLLaeTcs K UCXO4HOMY YPOBHIO.

FemapTpo3 — Hanbosee peakoe nNposiieHne 60ne3Hn BunnebpaHaa, xapaktepHoe ana 3a6onesaHus
3-ro Tuna. OcTpbIli reMapTpPo3 CONPOBOXAAETCA 60/1E€BIM CUHAPOMOM, 06YC/I0B/IEHHbLIM NOBbLILLEHUEM BHYT-
pucycTaBHOro gasneHusi. CycTtaB yBe/IMYEH B 06bEME, KOXa Haf, HAM rMnepeMmnpoBaHa v ropsiyas Ha oLynb.
Ecnu remapTpo3 BO3HUK NOC/E TPABMbI, HY)XXHO UCK/OYNTL LONOMTHUTE NbHbIE NOBPEXAEHUS (BHYTpUCyCTaB-
HOIi Nepenom, OTPbIB MbILESKa, YleMeHne TkaHel). Peynamsrpylolimne reMapTpo3bl Bbi3biBAT XpPOHNYEC-
KA CMHOBUT. Ha cTaguyu CMHOBUTA CMHOBMAsbHAs 060/104Ka TMNepTPonpyeTcs U CTAHOBUTCS OCHOBHbIM
MNCTOYHMKOM KPOBOW3/NSIHWA B CycTaB. [py OCTPOM CUHOBUTE remMapTpo3bl MOTYT peLnanBMpoBaThb, HECMOT-
psi Ha TpaHcdy3un pakTopa ceepTbiBaHus VI, 4To 06yCNOBNEHO BOCNA/INTE/IbHLIM NPOLECCOM B CUHOBU-
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afbHON o060n104ke. [pU XPOHUYECKOM CUHOBUTE 60/IEBON CUMHAPOM MOXEeT OTCYyTCTBOBaTb, MOCKOJIbKY
paspylleHa kancyna cycrasa.

B otnnune ot romocunmm npu 6one3Hn BunnebpaHga fanbHeliwero nporpeccMpoBaHmns naTonornyec-
KOro npouecca 1 passutus edopMupyoLLero ocTeoapTposa, kak npasuio, He HabnwgaeTcs.

KpoBOM3NMSAHUS B FOMIOBHOW M CMUHHOW MO3T 1 MX 060104kM Npy 60ne3Hn BunnebpaHga BO3HMKAOT B
CBA3W C TpaBMOW. B oTAenbHbIX ClyyYasx NPUUMHON Takux KPOBOWUINUAHWUI MOXET ObiTb rMNepTOHNYECKUii
KpW3 UNn Npuem npenapaTtos, 3HAYMUTENIbHO HapyLlalLWmux remoctTaTnyeckyto yHKuo TpombouunTos (aue-
Tuacanuuunosas kucnota, 6ytaamoH u ap.).

YuuTblBasA ayTOCOMHO-AOMUHAHTHbIV TUMN HacnefoBaHWsA, rTeHeTUYeCKNil puck Ana NoTomcTea CocTas-
nsaet 50 % He3aBMCMMO OT Mosa naoga.

3.3 AunarHocTuka

MopospeHne Ha 6one3Hb BunnebpaHga n HE06X0AMMOCTb ee AMarHOCTVKM BO3HMKaeT Npu 1tlo6om Ann-
Te/lbHOM KPOBOTEYEHUN, HE3aBMCMMO OT ero okanusayum (peunansupyoLL e HocoBble, feCHEBbIe, Npu yaa-
neHun 3y60B 1 onepaTtuBHbIX BMeLLaTebCTBax, MeHopparum).

[narHo3 «bonesHb BunnebpaHga)» ycTaHaB/IMBaKT Ha OCHOBaHWW KOMMJEKCHOro obcnefosBaHus,
BK/OYAIOLLEro B Ce651 reHeanornyeckme faHHble, OLeHKY KTMHUYECKUX NPOsiIBNEHNI 1 pe3ynbTaToB uccneno-
BaHWA nokasartenel NNasmMeHHOro n TpomboLMTapHOro remocrasa.

Lna taxensix oopm 60ne3Hn BunnebpaHga xapaktepHo:

- CHUXEeHMe aKTMBHOCTU hakTopa BunnebpaHpa;

- CHMXXEHMe NPOoKoarynsaHTHO akTMBHOCTK dakTopa ceepTbiBaHusA VIII;

- CHWXeHue arperayum TpoM6oLMTOB, MHAYLMPOBAHHOW PUCTOLETUHOM;

- CHWXeHWe aHTuUreHa chaktopa BunnebpaHga.

Ana cpegnetsxenbix n nerkux dopm 6one3un BunnebpaHga atn 3HavyeHus BapviabesibHbl, NO3TOMY
onpejesieHne ux NPoBOAUTCA B fUHAMUKe, C BPEMEHHbIMU UHTepBanamu B 3 — 4 mecsaua, B pesynbrare
KOTOPbIX BbIABMSIETCA CHUXEHWE O[HOTr0 13 XapakTepHbIX NpU3Hakos 601e3Hn BunnebpaHja.

[nddepeHunanbHylo guarHocTuky Tunos 6onesHn BunnebpaHaa npoBoAAT Ha OCHOBaHWM pesynbTa-
TOB ONpefenieHns akTMBHOCTU U CBOWCTB hakTopa BunnebpaHaa. onpeAeneHns npokoarynsaHTHON akTuB-
HocTu chakTopa cBepTbiBaHusA VIII u mynbTumepHoro npodwns daktopa BunnebpaHpa. [umarHocTuky
noatuna 2B 6onesHn BunnebpaHga NpoBOASAIT HA OCHOBaHUWU arperayum TPOMOGOUUTOB, MHAYLUPOBAHHOW
pPUCTOLETUHOM C HU3KUMWU KOHLEHTpauusammu puctouetuHa. [uarHocTuky noftuna 2N nposogAt no
aHomasnibHoMy cBfi3biBaHuto haktopa VIl ¢ haktopom Bunnebpanpa.

[narHoctuyeckne nabopatopHble nokasaTenun, Xxapakrepusywlime pasnmyHble Tunbl 60nesHn Bunne-
6paHAa, npefcTasneHbl B NpunoxeHnn b.

3.4 OpraHusauma MeauuUHCKOM nomoLLm

OpraHuzaums okasaHusi MOMOLM MauuveHTam c 60/1e3Hbl0 BunnebpaHga ocyliecTBAseTcs Bpada-
MU-remMaTosioramu.

AMGYNaTOPHO-NONUKAVHAYECKAA NOMOLLb BK/OYaeT B ce6sl BbisiB/IeHWE, [MArHoCTuKy, NledyeHne u
nocnegytouliee AucnaHcepHoe HabnwaeHve nauyveHToB. BHYTpMBEHHOE BBefeHWE MnpenapaTtoB hakTopa
cBepTbiBaHus kposu VI, cogepxalinx haktop BunnebpaHga. ocywecTensetcs B aMmbynaTopHO-MONANKINHN-
YeCKNX YUYPeXAEHUSIX MeAUUMHCKUMU paboTHUKaMW, a B LOMALUHUX YC/IOBUAX — CaMWM NauMeHTOM Wnn
WHbIMK NnLamMy nocne o6yyeHns 60/1IbHOTO UM €ro PoauTENeli (3aKoHHbIX NpeacTaBuTenei).

CrauuoHapHoe neyveHne nauneHToB ¢ 601e3HbI0 BunnebpaHa ocyLwecTBASETCA B reMaTonornyeckmx,
XUPYPrMYecknx, OTAeNeHNAX remMaToIorMyecknx LeHTPOB Y MHOronpodusbHbIX 60bHUL, a Takke B Npo-
PMNbHBIX OTAENEHUSX TEYEBHO-NPOGNNAKTUHECKNX YUPEXAEHNI B 3aBUCMMOCTY OT BUAA KIMHNYECKUX NPO-
ABNeHnn 6onesHn BunnebpaHaa.

OKCTpeHHas rocnuTanusaumsa naumeHToB C KPOBOU3NUSHUAMU B XU3HEHHO BaXKHble OpraHbl (TpaBMbl
ron10Bbl, KPOBOU3NIUAHUS B TOMIOBHOW U CMIMHHOW MO3T, XeNyL04HO-KMLLEYHbIE KPOBOTEUEHUS, BHYTPUGPIOLL-
Hble KPOBOTEYEHUS; TMHEKO/IOTMYECKas NaTosIorus: anoniekcns SMYHWKOB, MacCcBHasi MeHopparusi, BHemMa-
TOYHas 6GepeMeHHOCTb; MpW OCTPOI XMPYPruyeckoil maTtonoruu: ocTpblii anneHauuuT, npo6oaHas $3Ba,
MepUTOHWT 1 p.: OTOPUHOIAPUHTOIOTMYECKOW NnaToNorvn: nNpogpy3Hoe HOCOBOE KPOBOTEUEHWE, KpOBOU3NNSA-
HUSA B 06/1aCTV ropTaHu) OCyLecTBNseTCS B NPOU/IbHbIE OTAENEHNA NeYeBHbIX YUPEXAEHUA, NUMetoL X
BO3MOXHOCTb KOHCY/bTauuW remaTosiora, nNpoBefeHUs 3aMecTUTeNbHON Tepanun W HeoGXoAUMbIX
nccnepoBaHuii.

MosiBNEHNe o4aroBoil CUMNTOMATMKM Yy NauueHTa ¢ 60Ne3Hbl0 Bunne6paHaa, nepeHeclero Tpasmy
ronoBbl, TPeGyeT IKCTPEHHOro HasHayeHusa npenapatos dakTopa VI, cogepxalimx daktop BunnebpaHaa,
JanbHelllero nevyeHns B yCNoBusAX cTauuoHapa nof HabnwgeHvem HesponaTosnora. J1l060i nayueHT ¢
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60ne3Hbl0 Bunnebpamga. UMeOLWMin CUMNTOMATUKY, CBUAETENbCTBYIOLLYIO0 O BO3MOXHOM KPOBOU3/IMAHUN B
rO/IOBHOM MM CMMHHOI MO3r, BK/OYaA COHIMBOCTb WM HEOGLIYHYIO TO/I0BHYI 60/b, TpebyeT IKCTPEHHO
rocnutanusauunu.

WHCTpyMeHTanbHble MeToAbl NccnefoBaHNs NPoBOAATCA Npu obecneyeHnn ypoBHS hakTopa CBEpThbI-
BaHua kposwu VIII y 60n1bHOro He Huxe 50 %.

CrauymoHapHoe nnaHoBOe JleveHve BkIoYaeT B Cebsi Xupypruyeckyt peabunutauuio naymeHToB C
peunavBUPYOLWMMM FeMapTPo3aMm 1 apTponaTneit, neyeHne MHIMGUTOPHbIX hopM 60/1e3HU BunnebpaHaa.

B kauecTBe onepaTNBHOro NeYeHnss CyCcTaBoB y NaLuneHToB C TAxenol chopmoii 6onesnn BunnebparHga
B peAKnx ciy4vasx NpoBOAAT CUHOBIKTOMMUIO CyCcTaBoB. [oKa3aHneM K NPOBeAEeHU0 CUHOBIKTOMUMN (OTKPbI-
Tas, apTpockonuyeckas) asnsaTca |l v lll ctagun apTponatum, 478 KOTOPbIX XapakTepHbl BblpaXeHHble Npu-
3HaKn paspyLlLeHns XpsaLen, kpaeBas feCTPYKLUNS CyCTaBHbIX NMOBEPXHOCTEN.

NeueHne HasHayaloT nauneHTy ¢ 60ne3Hblo BunnebpaHga nocne ycTaHOBAEHUA AuarHosa v npy Haam-
4YuM remopparmyecknx NposaBaeHnin. OCHOBHbLIM NPUHLMNOM fle4YeHNs SBNAeTCA NpoBeeHne CBOEBPEMEHHOA
aflekBaTHOI 3aMeCTUTe/IbHOl reMocTaTUYeckoi Tepanumn paktopamu ceepTbiBaHuns kposw VI cogepxatiu-
MU dhakTop BunnebpaHaa (ypoBeHb yb6eauTensHOCTU fokasaTenbcTea A), NO3BONSAIOLWEN BOCNONHNUTL Aediu-
LUMT hbakTopa B naasme n NOBbICUTbL afre3nBHO-arperaunoHHbie CBONCTBA TPOMBOLUTOB A0 HEOO6XOAMMOrO
YPOBHS.

Ons neyeHns 6onesHn BunnebpaHfa MCMoNb3ylT crnegyolune npenapatbl: PakTop cBepTbiBaHUSA
Vlll/dpaktop Bwunne6panga (Wilate, Octapharma. [lepmanusa. LWBeuus), daktopbl cBepTbiBaHusa VI
(Immunate. Baxter. Asctpus: Emoclot D.l., Kedrion. WUtanua; Octanat Octapharma. MepmaHnus. Liseuus;
Haemoctin SDH Biotest. NepmaHus).

B npenapate Immunate (Baxter. ABCTpus) cOOTHOLEHVe dhakTopa BunnebpaHga k dpakropy cBepTbl-
BaHus kposwu VIII coctaBnset 0.6. MpenapaT nmeeT ouumanbHble nokasaHusa ana nevyeHuns 6onesHn Bun-
nebpaHga.

Mpenapat Wilate (Octapharma) paspaboTaH cneumasnbHO AN feyeHus 6onesHn BunnebpaHga u
coaepxuT chaktop BunnebpaHaa B COOTHOLEHUN C DAKTOPOM cBepTbiBaHUsA kposu VII11:1.

dopmyna pacyeTa pa3oBoii f03bl (hakTopa cBepTbiBaHusA kposn X. ME. ana 6onesun Bunnebpanga

X=M (L-P) 05, @

raoe M — macca Tena naumeHTa, Kr;
L — >enaemblii ypoBeHb hakTopa B nnasmMe nauueHta. %;
P — wuncxogHblli ypoBeHb hakTopa y nauueHTa 40 BBeAeHUsA npenapara.

NMpumeuyaHne — ME — mMexgyHapogHas eanHuLa pakTtopa cBepTbiBaHUS KPOBY.

Bce xmpypruyeckvie BMellaTenbCTBa y nauMeHToB ¢ 60n1e3Hbio BunnebpaHga. Bkaoyas guarHoctuyec-
Kne nHBasmBHbIe npoueaypbl (MyHKUMOHHAs 6uoncus), NpoBOAAT C NPUMEHEHEeM reMocTaTU4Yeckol Tepanum
npenapatamu gaktopos ceepTbiBaHus VIl ¢ haktopom BunnebpaHga.

Ypanexue o Tpex 3y60oB, KpOMe MOMSAPOB, NPOBOAAT B amMbyiaTOPHbIX YC/I0BMAX Ha DOHE reMocTaTu-
yeckoil Tepanun. MHOXECTBEHHOE UMM TEXHWYECKN C/IOXHOE yaaneHue 3y60B OCyLLecTBAsSeTCA B cTaumo-
HapHbIX ycnosuax. Y nauueHToB € 60Me3Hbl0 BunnebpaHga. OCMOXHEHHON Hanuynem WHrMbuTopos,
yaaneHue 3y60B NpOBOAAT B YC/IOBUAX CTaLoHapa, 04HOMOMEHTHO yAanailoT He 60/iee ogHOro 3y6a. B cBA3m
C NOBbIEHHLIM PUCKOM MPUMEHEHNS MECTHOW aHecTe3nn pekoMeH0BaHO NpYMeHeHne o6LL el aHecTe3unu.

YuutbiBas, 4To 0co6eHHOCTb 60/1e3HM BunnebpaHaa 3aknwyaeTcs B TOM. YTO B pas/iMyHble BPEMEH-
Hble HTepBasibl HabnaaeTcs BapmabenbHOCTb akTUBHOCTU hakTopa BunnebpaHga. B clyyaB BO3HUKHOBE-
HMA KPOBOTEYEHMS NnauueHTam c 60ne3Hbio BunnebpaHga BHe 3aBUCUMMOCTM OT N1abopaTopHbIX AaHHbIX
HasHauvawT hakTop cBepTbiBaHus VIl ¢ haktopom BunnebpaHga B gose 25 ME/kr.

Mpu nerkoii 1 cpepHeTsxenoin (yposeHb thaktopa VIII 6onee 5 %) cdhopmax 6one3nn BunnebpaHga
1-ro TMna ahPeKTMBHO NMPUMEHEHWE AeCMONpeccHa NPeuMyLLecTBEHHO B BUAE BHYTPUBEHHbLIX U MOAKOX-
HbIX UHBEKLUWIA (YpOBEHb YOeaUTENbHOCTM JokasaTenbcTBa B).

Wcnonb3oBaHve kpuonpeuunutaTa KpaiHe orpaHMyYeHo 13-3a HeHaAeXHOV BUPYCHON MHaKTMBaLUU U
BO3MOXHbIX NOCTTPAHCY3NOHHbIX peakuuii (ypoBeHb ybenmTensHocTu gokasatensctea D). OHO BO3MOXHO
TONIbKO B YCNOBUAX TPAHCHY3MON0rMYecKoro kabrvHeta MeguLMHCKO opraHn3aLmn.

O6ecneyeHne remocTasa nNpu HannuMmM MHrMGmUTopa K haktopy BunnebpaHga nnm aktopy cBepTbiBa-
HUA Kposu VIII NnpoBOAAT 0O4HUM U3 CneaylowWwmnx npenapaTos:

- pekoM6UHaHTHbIM dhakTopoM cBepTbiBaHusa VIII (ypoBeHb ybeautensHoCcTn fokasatenscrea C) npu
TUTpe MHrmomutopa meHee 5 egunuy, betesga;

- anTakor-anbga (akTMBMPOBaAHHbLIM) (YpPOBEHb ybeanTenbsHOCTU gokasaTenbctBa C) He3aBMCUMO OT
TUTpa MHrMbuTopa.
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[lo3y pekombuHaHTHOro dhaktopa cesepTbiBaHus kposu VIII paccunTbiBaloT No dpopmMyne (2) Tak. 4Tobbl
NONHOCTbIO HeTpanu3oBaTb MHIMGUTOP 1 3aTeM NOAAEPXMUBATL KOHLEHTPaL Mo hakTopa CBepThIBAHMS KPO-
Bu VIII B KpOBU GONBHOMO Ha XenaemMoM ypOBHe.

dopmyna ans pacuyerta nevyebHol A03bl hakTopa CBEPTbIBAHWSA KPOBY A1 O4HOKPATHOro BBeAeHUs X,
ME. Heobxogumoli AN KyNnMpoBaHWA KPOBOTEUEHWS Y NaLMeHTOB C HA3KUM TUTPOM MHrMbuTopa.

X=-— 810&)1%” Hf) + Ma — P)0 5. 2)

roe M — macca Tena nauueHTa, Kr;
Ht— remartokpur;
/8 — TUTP MHrMGUTOpa Yy 60/IbLHOTO0 HA MOMEHT BO3HUKLLIEr0 KPOBOTEYEHUS, eAnHMLa BeTesaa;

L — >enaemblil ypoBeHb (hakTopa B nia3me nauyveHta. %:

P — uncxopHblli ypoBeHb thakTopa y 60/1bHOrO [0 BBEAEHUS npenapara. %.

EfuHMLa n3mepeHust akTMBHOW cybCcTaHLmMmM anTakor-anbga (akTMBUPOBaHHOI0) BbipaXaeTcs B M UN
B KE[ (1 KEA = 20 Mmkr).

[omallHee neveHne nauueHTbl C TSXKENOW WM cpefHeTsxenoi cdopmoit 6onesHn BunnnebpaHaa
MOTyT OCYLLEeCTBMATb Nocne ObyyeHWs M MHCTpyKTaxa Yy Bpaya-remaTosiora. rnocse MpoxXoXAeHus Kypca
06yyeHust B LWKone 60nbHOro remochunaneid n Apyrumu koarynonatusimu. MauneHTbl yyatcs pacnosHaBaTtb
paHHue NpU3HaKy KPOBOTEYEHUI 1 BBOAUTb HEOOXOANMOE KONIMYEeCTBO KOHLEHTPATOB (pakTOpoB CBEpPThLIBA-
HVA B AOMALLUHUX YCNOBUAX A1 KYMMPOBAHMUSA Y)Xe pa3BUBLLErOCS KPOBOU3NAHUA. MOXeT NpoBOAUTLCA Kak
npochnnakTMyeckoe fieyeHme, Tak U Tepanusi No hakTy BO3HUKHOBEHUSI KPOBOTEUEHUS.

[omalwHee neyeHne sABnseTcs Hambonee 3PP EKTMBHbIM, Tak KaK 3HAaYMTENIbHO COKpaljaeTcs npo-
MEXYTOK BPEMEHN MeXAy BO3HWKHOBEHMEM KPOBOW3/IUSAHUA W HAYas/loM ero fevyeHuns, 4to Anas 60/1bHOro
6one3Hbl0 BunnebpaHpa urpaeT peluarwllyio posb (YpoBeHb yoeanTenbHOCTH AokasaTtenbcTea A). Jomalu-
Hee fleyeHne No3BosIsSeT COKPaTUTb Kak MPOAO/MKUTENbHOCTb SIeYEHUS, Tak U KOIMYecTBO BBOAMMOrO npena-
pata. Ero npoBefieHne 3HaunTebHO yy4llaeT KauyeCcTBO XU3HW BOMbHbIX.

MpodmnakTnyeckoe seyeHne 3akiyaeTcs BO BHYTPUBEHHOM BBEAEHUWM KOHLEHTPaToB (DakToOpoB
CBEpPTbIBAHUA AN NpeaynpexAeHns KpoBOTeUeHWiA.

Llenb npochmnnakTku: nepeBecTu Tsxxeny hopMy B CpegHETSXEeNy, 4OCTUTHYB MUHMMalbHOIO YPOB-
HA aedmymTHOro dhaktopa 10 %. 4TO NO3BOMUT YMEHbLUNTL YACTOTY 06OCTPEHUI N PUCK Pa3BUTUA TSKENbIX
KpoBOTeueHu (ypoBeHb Yy6eanTenbHOCTY foKa3aTenscTea B).

Mpv 6one3nn BunnebpaHga npoBoANTCS BTOpUYHASA NpodhmaakTmka npy 4acToTe BO3HNKHOBEHNS CMOH-
TaHHbIX KpOBOTEUeHUli 6onee ABYX pa3 B MecsL,

4 XapakTepucTuka TpeboBaHuii

4.1 Mogenb nauneHTta

Ho3onoruuyeckas dopma: bonesHb BunnebpaHga

Cragus: nobas

dasza: nepsuyHasa avarHoctuka

OCNoXHeHNe: BHe 3aBUCUMOCTU OT OC/TIOXHEHUI

Kog no MKB-10: D68.0

4.1.1 Kputepuu n npusHaku, onpegendwouime moaens nayneHta

KnuHnyeckne npossneHus 6one3Hn BunnebpaHga — MUKPOLMPKYNSTOPHbIA TUM KPOBOTOYMBOCTH,
ANVTeNbHble peunanMBMpyoLne KPOBOTEYEHUS N0OO0IN N0KaNM3aLmmn y MyXUnH U KEHLLUH.

4.1.2 Tpeb6oBaHUA K gnarHoCTke aMbynaTOPHO-NOINKINHNYECKO

MepeuyeHb MeguumnHcknx yenyr (MY) cornacHo «<HomeHknatype paboT 1 ycnyr B 3gpaBooxpaHeHnn» [2]
ONA [MarHocTukn ambynaTopHO-NONVKAVHUYECKOW npeacTasneH B Tabnuue 1.

Ta6nuuya 1— [luarHoctuka am6ynaTopHO-NoOMNKAMHNYECKAS

YacToTa KpaTHoCTb

Kog My Havmenosanne MY NpoAoCTaanensi  obINOIMBMUSA
A01.31.009 C6op aHamMHe3a 1 xanob obuetTepaneBTUHECKNiA 1 2
A01.31.010 BusyanbHblii 0cMOTp obueTepaneBTuYecKnii 1 2
A01.31.011 Manbnauyusa obueTepanesTuyeckasn 1 2
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OKoHyaHune Tabnunuybl 1

Kon Y Hanmerosase MY pegoeramners eumommey
A11.05.001 B3atue kpoBu U3 nanbua 1 1
A11.12.009 B3ATne kpoBu N3 nepudepnyeckoii BeHbl 1 1
A12.05.042 AKTUBMPOBaAHHOE YacTuyHoe TpombonnacTuHosoe spema (AUTB) 1
A12.05.027 OnpepgeneHve NpoTpoM6MHOBOro (TpoM60ONNacCTUHOBOrO) BpeMeHu a

KPOBU MK B nnasme 1 1
A09.05.194 Onpepenexnne akTusHocTu haktopa VI 1 1
A09.05.193 OnpepgeneHve akTuBHocTh thakTopa IX 1 1
A12.05.017 WccneposaHue arperayun Tpom6ouuToBs 1 1
A09.05.227 MccneposaHue ypoBHa aHTUreHa aktopa Bunnebpanpga 1 1
A12.05.038 MccnepoBaHne akTUBHOCTY U CBOCTB (hakTopa Bunne6paHga B kposu 1 1
A12.05.038.001 OnpepenexHne paktopa Bunnebpanga B Tpomb6oumTax 1 1
A12.05.038.002 AHanus mynbTumepos akTtopa BunnebpaHga B nnasme 1 1
A12.05.038.003 KonnareHcBsisbiBawWwmnii Tect 1 1
A12.05.038.004 Cneundunyeckuii Tect cnocob6HocTn chakTopa Bunne6paHpa CBs3bl-

saTb (haktop VIl 1 1
A12.05.052 OnpepaeneHne akTUBHOCTU UHIMGUTOPOB K thakTopy VIII 0.1 1
A12.05.053 OnpepeneHne akTUBHOCTU UHIMGUTOPOB K hakTopy IX 0.1 1
A04.20.001 YnbTpa3BykoBOe UccrefoBaHne MaTku U NnpuaaTkos 0.3 1
A03.20.003 Fnctepockonus 0.3 1
B01.001.01 Mprem (ocMOTpP, KOHCYNbTALMA) apaya-rMHeKonora NepBuYHbIi 0.5 1
B01.028.01 Mprem (OCMOTP, KOHCYNbTaLMA) apaya-oTOPUHONAPUHION0ra nepBuy-

Hbl 0.6 1
A09.05.003 MccneposaHue yposHa obuiero remorno6uHa Kposu 1 1
A08.05.003 MccnepoBaHne ypoBHA 3pUTPOLUTOB B KPOBM 1 1
A08.05.005 WccneposaHue ypoBHA TPOMBGOLMTOB B KPOBU 1 1

4.1.3 XapaKkTepucTUKu anropuTmMoB 1 0COBEHHOCTEl BbINO/THEHUS HEMEeANKaAMEHTO3HO NOMOoLL Y

Mpu cbope aHamMHes3a ¥ xanob obLieTepaneBTUHECKOM BbISIBAAIT cleylole 0CO6eHHOCTN KNHK-
YECKMX AaHHbIX:

- HannM4yMe KPOBOTOUMBOCTUN Y POLCTBEHHUKOB;

- OCNIOXXHEHHbI aKyLlepckuii aHamHe3 {6blan NN OCNOXHEHUS B BUAE reMopparmyeckoro CUHApoma B
pofax 1 B paHHeM Noc/fepofoBOM Nepuoje, rmnepMeHoppes. anoniekcus ANYHNKOB):

- KOorga Bnepsble BO3HWK/IO flaHHOEe KPOBOU3MSAHNE (KpOBOTEUEHNE);

- NPOBOAWNUCH N paHee onepaTyBHblE BMellaTenbCTea (B TOM uncne yganeHune 3y6oB), oTMevanncb
NIV KPOBOTEYEHNS.

BbiscHAOT:

- HaNMYve HacneACcTBEHHOW OTArOLWEHHOCTN B OTHOLIEHWUN 60n1e3Hn BunnebpaHaa;

- NpoBoOAWNAack /M paHee Tepanus npenapatamu nnaasmbl, cogepxawmmu aktop VIII; ecnn ga, 1o
Kakumu, 6bln1a nn oHa adhPekTnBHA, OTMEYaIMCb 1 annepruvyeckme peakumn.

Mpy remapTpo3ax BbISICHAT AaBHOCTb KPOBOM3WAHWSA, €r0 MHTEHCUBHOCTb, NPU KakMx 06CToSATENb-
CTBax BO3HMWK/IO KPOBOU3USIHUE, HA/TMYME U MHTEHCUBHOCTbL 601€BOr0 CUHAPOMA B HACTOSILLEE BPEMS.

Mpu BM3yanbHOM UCcCrefoBaHUM obLieTepaneBTUMYECKOM NOC/ef0BaTe/lbHO OCMaTpPUBAT KOXHble
nokposbl. Ocoboe BHMMaHWe obpallaloT Ha Hannyve remaToM, reMapTpo30B.

Manbnayuio oblieTepaneBTUYECKyO NPOBOAAT MPU rematomax u remaTposax. OueHvBalT NoBepx-
HOCTb, MN/IOTHOCTb, HA/IMYNE WU OTCYTCTBME 6ONE3HEHHOCTU, HaMMYMe YNIOTHEHUS UIN MbILLEYHOro Hanps-
XEHWA. MeCTHOW runeptepmun. [py remapTpo3e XxapakTepHO M/0THOe, 60/1e3HeHHOe, HanpsXXeHHoe
o6pa3oBaHMe B 0611aCTN cycTaBa B 60O/IbLUMHCTBE C/yYaeB C HaMYMemM MECTHOW runeptepmum.
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Mpu remaTomax OLEHMBAIOT X pasmepbl, KOHCUCTEHLMIO, Ha/IMuMe NPU3HaKOB CAAB/IEHUS OKpYXalo-
LLMX OPraHoB U TKaHeM.

Mpriem (0OCMOTP, KOHCYNbTaLMo) Bpaya-oTOPMHONAPMHIOora MpoBOASAT NPU HaNNYMM HOCOBOTO KPOBO-
TeyeHus.

Mpuem (ocMOTP, KOHCYbTALMIO) Bpava-rMHekonora npoBoAAT B C/iyvae runepmeHoppemn npu guctyHk-
LMOHa/IbHbIX MaTOYHbIX KPOBOTEYEHUSAX, NPW MNOAO3PEHUN HA TMHEKOIOTMYECKY0 NaToorni — anonaekcus
ANYHUKOB, KNCTbI, KNCTOMA SMYHUKOB, MUOMa MaTku, 3HAOMEeTpMno3 1 ap. Mo nokasaHWsaM HasHavalT rucrte-
pockonuio. KoTopas No3BonsieT 06HaPYXUTb BHYTPUMOMOCTHYIO NaToNOrMi0 (MMOMAaTO3HbIE Y3/bl, CUHEXUM,
nonun aHAgoMeTpus).

YnbTpa3BykoBoe uccnegoBaHue Matky U NpuaatkoB MPOBOAAT NauveHTKaM C TMHEeKONornyeckuMmn
3abo0neBaHNAMN 419 onNpefenieHns ee pasmepoB 1 10KanM3aumMm naToaormMyeckoro npotecca.

B3aTne kpoBu 13 nanbua n 13 nepudepnyeckoli BeHbl NPOBOAAT CTPOro Hartowak. 3abop kposu Ans
nuccnefoBaHnsa remocTasa NnpoBoAAT 6€3 UCNONb30BaHMA LWNPULA U C PaCyLEeHHbIM XIyTOM, fyylle UCnosb-
30BaTb BakyyMHble NPO6UPKU.

AKTVBMpPOBaHHOE YacTU4yHOe TpombonnacTnHosoe Bpems (AUTB) onpegensoT ansa guddepeHunans-
HOW AMarHocTukM ¢ KoarynonatusiMu. 3HauntenbHoe yanuHeHne AYTB ykasbiBaeT Ha AetuumT hakTopos
X1l XI. IX (npn ypoBHe dhaktopa 20 % n meHee) nnu VIl (30 % 1 MeHee), a Takke Hanu4yue B nia3me KpoBu mx
WHIMGUTOPOB. ViccnepoBaHve NPOBOAMTCA KaXAoMy 60/IbHOMY.

OnpegenexHvie NpoTpoOMOGUHOBOrO (TPOM6GONIACTUHOBOrO) BpeMeHU B naasMe nNpoBoAsaT ansa gudde-
peHunanbHol guarHocTuku. Ero yanvHeHnve cemgetenscTeyeT 0 geduuute pakTopoB CBEPTbIBAHUSA KPOBU
VIL V. XL L

OnpegeneHune aktusHocTy paktopa VIl npoBoasaT BceM 60/bHbIM. OnpeeneHne akTUBHOCTU thakTopa
IX npoBogAT Ans avddepeHunansHoOn AnarHocTukm ¢ remodunnein B nnm HocutenbcTBOM reHa remodom-
nuun B, B nocnegHeMm cnyvyae oTMeyvaeTcs CHUXeHWe ypoBHSA dakTtopa IX. Mpu 6one3Hn BunnebpaHpa ypo-
BeHb pakTopa IX ocTaeTcss HOpMabHbIM.

WccnepoBaHve akTMBHOCTY M CBOICTB hakTopa BunnebpaHga (prcToLeTuH-kohakTopHas akTMBHOCTb
VWF:RCo0) B KpoBM NPOBOAAT ANA AMATHOCTUKM Tuna 6onesnn BunnebpaHpa. Mpu 3-m Tune 6onesHn Bun-
nebpaHga M3MepeHne HeBO3MOXHO M3-3a Masioro 3HadyeHuns haktopa BunnebpaHga.

OnpefgenexHne aHtureHa daktopa BunnebpaHga npoBOAAT nauMeHTam Mpu CHUXEHWWM pucToLe-
TWUH-KOChAKTOPHOI akTUBHOCTU. Mpun 1-M TMNe COOTHOLIEHNE PUCTOLETUH-KODAKTOPHON aKTUBHOCTU M aHTUre-
Ha chakTopa Bunnebpanga 6onbwe 0.7. puW COOTHOLWIEHUW PUCTOLETUH-KO(aKTOPHOW aKkTUBHOCTU W
aHTUreHa cpaktopa BunnebpaHga medbwe 0.7 gmarHocTupyetcs 2-ii Tun 6onesnn Bunne6panpa. Mpu
3-m Tune 6onesHn BunnebpaHga M3MepeHMe HEBO3MOXHO M3-3a Masioro 3HayeHus aHTureHa cakropa
BunnebpaHga.

Onpepenenne daktopa BunnebpaHga B TpombouuTax NpoBOAAT MauveHTam AN OLEHKU TSXecTu
theHoTUNa 6onesHn BunnebpaHga.

Wccneposanue arperauun TpoM6OLUTOB, MHAYLMPOBAHHON PUCTOLETUHOM. MPOBOAAT BCEM NauueH-
Tam. Mpy ee NOBbILWEHUN C HU3KUMU KOHLiEHTpauuammn puctoueTrHa (MeHee 0.8 mMr/mMn) onpegensieTcst noa-
Tun 2B 6one3Hn BunnebpaHaa. Huskme nokasaTtenun ¢ 06bIYHbIMW KOHLEHTpaumamy puctoueTnHa (6onblue
1,2 wmr/mn) onpegensatoTtcsa npu nogtunax 2A n 2M. Mpu 3-m Tune 6onesHn BunnebpaHga arperauns Tpom60-
LMTOB. MHAYLMPOBAHHAA PUCTOLLETVHOM. OTCYTCTBYET.

KonnareHcssA3sbiBatoLuii TECT NPOBOAAT NauveHTam npyu Nofo3peHnn Ha 2-i Tun 6onesHn Bunnebpan-
Ja n HefocTaTto4HOM CHWxXeHun VWF:Rco.

AHanus mynbTumepoB thaktopa BunnebpaHga B nnasme NpoBoAAT nauneHtTam ans guddepeHuymans-
HOW ANarHoCTUKN, YTOObI OTIMYNTL NOATUN 2A (OTCYTCTBUE CaMbIX 6ONbLUMX U MPOMEXYTOUHbLIX My/NbTUME-
poB) 1 noatT1n 2M (NpUCYTCTBYIOT BCE MY/IbTUMEPBI), TakxXe ANs gndchepeHuranbHOR AnarHoCTUKN TSXXeNbIX
1-ro n 3-ro TUNOB 60n€e3HM BunnebpaHpa.

Cneuudpmyeckmii Tect cnocobHocTu haktopa BunnebpaHga ceasbiBath paktop VIII npoBoAsaT naymeH-
Tam Ana gnarHoctukn noarvna 2N 6onesnn BunnebpaHga v ana nposegeHns andydepeHunansbHoii gnarHoc-
TVKU € nerkoii chopmoin remocounum A. ina nogtuna 2N 6one3Hn BunnebpaHga xapakTepHO HapylleHue
cnocobHocTn hakTopa BunnebpaHga csasbiBath hakrtop VIII.

WccnepoBaHve arperauymm TpoM60LNUTOB, MHAYLMPOBaHHON AP, npoBoAAT AN anddepeHuransHoro
AvarHosa c TpoméoumuTonaTUsamMu,

VMccnepoBaHue arperauuy TpoM60LMTOB, MHAYLMPOBAHHO Ko/ilareHoM, NpoBoAsT ANns anddepeHum-
anbHOro fmarHosa c TpomoéoLMToNaTUAMU.

WccnepoBanue arperaumm TpoMOoUUTOB, MHAYLMPOBAHHOW agpeHasIMHOM, NPOBOAAT Ans auddepeH-
LuanbHOro gnarHosa ¢ TpombéoumTonaTusaMu.

8
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OnpegfeneHne akTUBHOCTM UHIMBUTOPOB K chakTopy vin u K hakTopy BunnebpaHga npoBoAAaT B ciyyasx,
Korpa ero ypoBeHb 1 % — 2 % v OTCYTCTBYET KMHUYECKUA adphekT OT Ha3HaueHns npenapartos, cofepxa-
wmx chakTopbl cBepTbiBaHMA kposu VIII n BunnebpaHaa.

ViccnepnoBaHue ypoBHA 06Lero reMoriobrHa, apuTpouuToB, TPOMOOLMTOB KPOBU, NPOBOAAT Npy ANK-
Te/IbHOM KPOBOTEYEHUN A1 UCK/TIOYEHUSA aHeMUn, TPOOOLMTONEHUN Y BOJBLHOTO.

Mocne ycTaHOBNEHUS Bpa4YOM-remaTtoiorom gnarHosa «bonesub BunnebpaHga» ohopmMnsaoT nacnopT
60/1bHOrO0 C yKasaHWeMm cBefieHnit 0 60/1bHOM 1 Bbl4aloT ero 60/1bHOMY Ha pyku (npunoxexue M).

4.2 Mogenb nayneHTta

Hosonornyeckasa gopma: bonesHb BunnebpaHga

Cragus: nobas

®dasa: npohnnakTuka KpoBOTeUYEHN N KPOBOU3NNAHWIA

OcnoxHeHne: 6e3 0CNOXHeHWI

Koa no MKB-10: D68.0

4.2.1 Kputepuu n npusHaku, onpegensaioline mogens nauneHta

CocTosiHMe naunveHTa [0/XKHO YA0B/IETBOPATL CeAYIOWNM KPUTEPUAM U NPU3HAKaM:

- ypoBeHb haktopa BunnebpaHaa — meHee 5 % npu oTCyTCTBUWN MHIMOBUTOPOB;

- KPOBOTEUEHUS, yXYALLAKOLLMe KaueCTBO XN3HW, NPUMBOASLLME K NOCTTeMOpparmyeckoil aHemMmm y nauu-
€HTOB ¢ 3-M Tunom 6onesHn BunnebpaHaa;

- 4acToTa CNOHTaHHbIX KPOBOTEYEHWI 1 KPOBOM3NMAHWIA 6onee 3 pa3 3a nocnefHne 6 mec;

- XOpOLWiA BEHO3HBIA A0CTYN ANA PErynspHbIX MHbEKLMWIA;

- aflekBaTHOCTb M OTBETCTBEHHOCTL MauueHTa 1an ero 3aKoHHOro npeAcTasuTeNst BbIMO/IHEHUIO YCIO-
BUIA TeYeHns faHHOro Buaa;

- HaNM4Me AONONHUTENbHbIX (hakTOPOB pUcka PasBUTUS KPOBOTEUEHWIA.

4.2.2 Tpe6oBaHua K npodunakTnuke ambynaTopHO-NONKINHNYECKO

MepeyeHb MEAULUMHCKUX YCIyr [Ans NpodWaakTikm am6ynaTopHO-NovVKIUHUYECKOW CcoriacHo
«HomeHknatype pa6oT 1 ycnyr B 34paBooxpaHeHnn» (2], npeficTaBieH B Tabnuue 2.

Ta6nuya 2— Mpodunaktuka ambynaTtopHO-NoOAMKANHUYECKAS

Koa MY Mausicuoaauc I begocramnen  anonns
B01.005.02 Mprem (ocMOTp, KOHCYNbTaLMs) Bpaya-remaTonora noBTOPHbIN 1 3
A11.12.009 B35iTWe KPOBMW W3 nepuepnyeckoin BeHbl 1 1
A09.05.194 Onpepenexnne akTusHocTu thaktopa VI 1 1
A12.05.017 WccneposaHue arperayun Tpom6ouuTos 1 1
A12.05.038 MccneposaHne akTUBHOCTU U CBOWCTB (hakTopa Bunnebpanga 1 1
A09.05.227 NcecneposaHne ypoBHA aHTureHa paktopa Bunnebpanga 1 1
A12.05.052 OnpepeneHne akTUBHOCTU MHIMGUTOPOB K chakTopy VIII 0.1 1
A12.05.0S3 OnpepeneHne akTUBHOCTU MHIMGUTOPOB K hakTopy IX 0.1 1
A11.12.003 BHyTpvBEeHHOE BBeAEHNE TeKapCTBEHHbIX CPEACTB 1 84
A13.30.003 Mcuxonornyeckasa agantayms 1 3

4.2.3 XapakTepucTuKu anropuTMOB M OCOBEHHOCTE!N BbINOTHEHUA HEMEANKAMEHTO3HOM nomoLn

Mpuem (0CMOTP, KOHCY/bTALMIO) Bpaya-remaTosiora NoBTOPHbI NPOBOAAT KakAble ABa Mecsiua faxe
npy OTCYTCTBMUMN KPOBOTEUEHWiA (KDOBOU3NUAHWIA).

Mpun c6ope xanob 60nbHOrO Nevaluiti Bpay BbIICHAET 3h(HEKTMBHOCTL NPOBOAUMOI Tepanuu, BbisiB-
nsas cnegyowmne oco6eHHoCTH:

- yacToTa BO3HUKHOBEHUSI KPOBOU3/USIHWIA;

- Ha/IM4Me ATPOTEHHbIX OC/TOXHEHWIA.

B3ATMe KpoBM 13 nepudeprnyeckoli BEHbI NPOBOASAT CTPOro HaTolwak. 3abop KpoBU A5 UccnefoBaHus
remocTtasa npoBoAAaT 6€3 UCMOIb30BaHUSA LUNPULA U C PACNYLLEHHBIM XIYTOM, flyyLle UCNOob30BaTh BakKyyM-
Hble NPO6UpKN.

Onpepenexne akTuBHocTK dakTopa VIl npoBoAAT ANs KOHTPONSA 3a 3P EKTUBHOCTLIO Tepanuu.
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Onpegenexune arperaymm TpOMGOLUTOB, MHAYLUMPOBAHHON PUCTOLLETUHOM. MPOBOAAT A1 KOHTPONS 3a
3(p(peKTUBHOCTbLIO Tepanuu.

OnpeaeneHne akTUBHOCTU U CBOWCTB pakTopa BunnebpaHga (puctoueTumn-kopakTopHOA akTUBHOCTH
VWF.RCo0) npoBoAAT A8 KOHTPOASA 3a 3(heKTBHOCTLI0 Tepanuu.

Ecnun nokasatenu caktopa VI, arperayun TpoM60UUTOB, MHAYLUNPOBAHHON PUCTOLLETUHOM. pucToLe-
TUH-KODAKTOPHOU aKTUBHOCTM, aHTUreHa paktopa BunnebpaHga B npouecce fieYeHUs 0CTaTCA HU3KUMU
UMM HE U3MEHSIOTCS MO CPaBHEHMWIO C UCXOAHbIMU, HEOOX0AUMO onpeaefieHe akKTUBHOCTU MHTMOGUTOPOB K
haktopy VIl n dpaktopy BunnebpaHga.

Lienb npoBOAMMOL MCMXO0TMYECKON aganTauuy 3aknoyaeTcs B y6exaeHnn naumeHTa B TOM. YTo Npo-
hnnakTrka KpOBOM3NIMAHWIA NO3BONAET NpeaynpeanTb reMopparnyeckne NposiBfieHns 3aboneBaHus v BecTu
aKTUBHbIA 06pas XU3HW.

BHyTprBEHHOE BBeAeHMEe (hakTOpPOB CBEPTbIBAHWSA KPOBU OCYLLECTBASAIOT B aMby1aToOpHO-NONNKINHN-
YECKMX YUYpPEeXAEHUAX MeAUUUHCKMMU paboTHMKaMW, a B AOMALLHUX YCNOBUSAX — CaMVWM MNauMeHTOM Wan
UHbIMN 06YYEeHHbIMK NnuamMun. MNpu gomallHem neyeHMn Heob6xoAuMo 3anosiHeHne «lpoTokona BHYTPUBEH-
HOro BBeAeHWA hakTopoB CBEPTbIBAHWA KPOBU» (NpunoxeHue J1). Ecnn BHYTpMBEHHOE BBeAEHME (DaKTOPOB
CBEPTbIBAHUS KPOBU NMPOBOAST B JOMALLHUX YCNOBUAX, HEO6XOAMMO NPOBEAEHME Kypca 06y4YeHUss camoBBe-
AeHnio hakTopoB CBEPTbIBaHNSA KpoBU. Kypc MpoBOAAT B ambynaTopHbIX YCI0BUSIX C COBIOAEHNEM BCEX Mep
acenTukn v aHTucenTuku. Liensto kypca fiBnsetcsa obyyeHne naumeHTa (ero poACcTBEHHUKOB UM 3aKOHHbIX
npefcTtaBuTeneii) NnpaBuIbLHOR Npoleaype NpoBeAeHUs BHYTPUBEHHOW MHBbEKUUN ANA MHAY3MM hakTopoB
cBepTbiBaHUS KpoBK. MNepBoe BBeAeHME npenapaTa NpoBOAAT B NPUCYTCTBUN MEAULIMHCKOWN CeCcTpbl.

Mo oKoHYaHMM 06yYeHusa nauuneHT (ero POACTBEHHUKN WU 3aKOHHble MpeAcTaBuTenn) NoANUCHIBAIOT
[06poBONILHOE MH(POPMMPOBAHHOE cOrflacMe Ha MNpoBeAeHME NPOUNIAKTUYECKOTO flevyeHus (npunoxe-
Hus XK. ).

4.2.4 TpeboBaHMS K N1eKapCTBEHHOI MOMOLWMN ambynaToOpPHO-NONANKINHNYECKON

Tpeb6oBaHus K NekapCcTBEHHOM NOMOLLYM aMbyNaTopHO-NONVKINHUYECKO NpescTaBneHbl B Tabnuue 3.

Ta6nuya 3 — Jleue6Has NOMOLb aMby1aTOPHO-NONNKANHNYECKas

dapmako- AHaToMO-TepanesTu-

o MexgyHapogHoe Yacrtota OpueHTMpoBOYHas  DKBUBAIEHTHAs
TepaneBTUHeCKnii  yeckasi xumudeckas
HenaTeHTOBaHHOE HaUMEHOBaHWe  HasHauyeHus [HeBHasi oM KypcoBas gosa
Tpynna rpynna
CpefcTBa, BAUATOWME HA KPOBb 1 — —
®akTOopbl CBEPTLIBAHUA KPOBYU 1 — _

®akTop CBEPTbIBAHUS KPOBU
—_ Vlill/paktop BunnebpaHga 0.8 2000 ME 144000 ME

®akTop CBepTbIBAHUS KPO-
By VII! 0.2 2000 ME 144000 ME

4.2.5 XapakTepucTukn anroputTmMoB U 0COBEHHOCTEN NPUMEHEHNA MeANKAMEHTOB

OCHOBHOI 3afa4eil neyeHns cpeAcTBaMu, BAUSIOWMMI Ha KPOBb, ABNSIETCS NPeAoTBPaLLEHNE TAXeNo-
ro MopaxeHus KOCTHO-CYCTaBHOro annaparta, pasBuTUS TAXe0i nocTremopparnyecko aHeMmn. 3710 4OCTK-
raeTcsa nepuvoaMyeckn MpOBOAMMON 3aMecTUTeNbHOW Tepanuei, AN Yero WUCNonb3ylTcs (aKkTopbl
ceepTbiBaHUsA Kposu VIII. cogepxalyme aktop BunnebpaHga. gna npodunakTuku remopparmyeckoro CuH-
Apoma (ypoBeHb y6eanTenbHOCTU foka3atenbcTea B).

BTopuyHyto (NepemexartoLyto) NpodnnakTuky HasHayalT 60/1bHbIM NPU PELUAVBUAPYIOLLMX KPOBOTEYe-
HUAX OLHOW ¥ TOW Xe nokanusaymm (06unbHble MaTOYHbIE, HOCOBblE KPOBOTEYEHUS, FeMapTPO3bl, Xenyaou-
HO-KMLIEeYHble KpoBOTeYEeHUs). [NNTENbHOCTL SIeYeHUss cocTaBseT He MeHee 6 Mec.

dakTopbl cBepTbiBaHMsa kpoBu VIII. cogepxawune cdaktop BunnebpaHnga, BBogatca B gose 25 ME/kr
Macchl Tena, Ana noaaepXkaHus ypoBHs gedpuunTtHoro haktopa He meHee 10%. KpaTHOCTb BBeAEHUSA — Tpu
pasa B Hegenio.

JNleyeHune geTei NpoBOAAT NO CXeMe Sle4eHns B3POC/bIX C y4eTOM pacuyeTa [A03UpPOBOK.

4.2.6 TpeboBaHuA K pexumy Tpyga, oTAablixa, nevyeHnsa nnum peabunvtaumm

OrpaHunyeHne U3NYeCKUX Harpy3oK B Nepuog nosiBIeHNs remopparnyeckoro CUHApoma.
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4.2.7 TpeboBaHua K yxo4y 3a nauuMeHTOM v BCnomoraTesibHbIM npouegypam

He pekomeHaytoTCa Tennosble usnoTepanesTU4eckue npoueaypsbl.

4.2.8 TpeboBaHNS K AMETNYECKMM Ha3HAYEHUSAM U OFpaHUYeHnsaM

CneuuanbHble TpeboBaHNA OTCYTCTBYHOT.

4.2.9 Ocob6eHHOCTN UH(OPpMUPOBAHHOTO AO6POBONBLHOIO corfnacua nauneHTa npu BbiNOHE-
HUN NpOTOKONa BeAeHWss 6O0NbHbIX U AONOMHUTENbHAA MHOPMaUMA NS NauveHTa U YNeHOB ero
ceMbu

WHdopmuposaHHoe [06p0OBOSIbHOE cornacue nauueHT faeTt B NUCbMEHHOM BuAe. [ononHutenbHas
MHopMauua 4718 nauneHTa u ero 3aKkoOHHOro nNpefcTaBnTesns npuseaeHa B NPUIoXeHuax B n .

4.2.10 MpaBuna u3MeHeHuss TpeboBaHW Npu BbLINOJIHEHUM MPOTOKONA W NpekpaweHne
fencTeBusa TpeboBaHUn NnpoTokona

Mpy BbIABNEHUN MPU3HAKOB ApYroro 3abosieBaHus, TpebyloLwero npoBefeHns AUarHOCTUYECKUX U
nevyebHbIX MeponpuATuA, Hapagy € npusHakamu 6one3nn BunnebpaHga mMefuLUHCKYIO NMOMOLLb NauneHTy
0Ka3blBalT B COOTBETCTBMMU C TPeOGOBaAHMAMN NPOTOKONA BeAeHNS B60/bHbIX C BbiSIB/IEHHbIM 3a60/1eBaHEM
AN CUHOPOMOM.

4.2.11 BO3MOXHble UCXOAbl N UX XapaKkTepucTunka

Bo3moxHble ncxofbl 60ne3Hn BunnebpaHga npu Mogenu 2 u ux xapakrepuctmka npefcrassieHs! B Tab-
nuue 4.

Tab6nunuya 4 — Bo3MOXHble UCXOAbl 6one3Hn BunnebpaHpga npu MoAenn 2 n Ux xapakrepucruka

YacToTta OpreHTNpoBOYHOE
HaumeroBare passuTus Kputepuu n npusHaku BpeMSs JOCTWXEHUS MPEEMCTBEHHOCT U STanHocTb
nexoga oKasaHWsA MeWLMHCKOV nomoLLm
% nexopa
Crtabunusauusa 84.999 OTcyTCTBME remopparnyeckoro 6 mec MpofomKkeHne nevyeHna no Mo-
COCTOSAHUA cuHgpoma nenn 4.2
YxyaweHune 15 BO3HWKHOBEHME CMOHTaHHbIX Ha nw6om atane OnpepeneHne ypoBHA hakTo-
KPOBOTEYEHUA WAN KPOBOU3NUS- pa VIl . nccnepoBaHne MHIM6MTO-
HUA pa. [pu Hanuuuum UHIM6UTO-
pa — nepexog kK mogenun 4.5.
Mpn  OTCYTCTBUU  UHTMGUTO-
pa — nepexop kK mogenu 4.3
Pa3BuTne ATpo- 0.001 MosBneHne ocnoxHeHuit, 06- Ha n6om atane Mepexod K NPOTOKONY BeAeHNa
FeHHbIX OCNOXHe- YCNOBNEHHbIX NPOBOAUMOIN Tepa- 60NbHbIX C COOTBETCTBYOLWMUM 3a-
HUA nueil. HanpuMmep annepruyeckmx 6oneBaHuem
peakuuii (Mcknwyas nosBreHue
MHrnéuTopa)

4.2.12 CTOMMOCTHblE XapakTepucTuku npoTokonia
CTOMMOCTHbIE XapaKTepUCTUKN ONpPefensatoTCs COorfacHo TpeboBaHWAM HOPMATUBHbLIX AOKYMEHTOB,
YTBEPXAEHHbIX B YCTAHOBEHHOM MOPSAAKE.

4.3 Mogenb naymeHta

Hosonornyeckasa popma: 60nesHb BunnebpaHga

Cragus: nobas

®da3a: KpoBOTEYEHME UM KPOBOU3NUSHNE 0601 Nokanmsauum

OcnoxHeHune: 6e3 0CNOXHEeHWM

Kog no MKB-10: 068.0

4.3.1 KpuTepuun u npusHaku, onpegenswolmne Mogenb naymeHTta

CocTosiHMe nauneHTa AO/IKHO YA0BNETBOPATL CNeAyoWUM KpUTEPUAM, Npu3Hakam 1 ycroBusM:

- KMMHMYeckne nposiBneHns 6onesHn BunnebpaHfa — KPOBOTEUEHME WM KPOBOU3NUAHWE NGO
nokanusauuu;

- OTCyTCTBME MHIMOMTOPOB K dhakTopy Bunnebparnga n haktopy VIII;

- NOAroTOBKA K ManOUHBA3NBHbLIM XMPYPruyeckMM BMellaTelbCcTBaM.

4.3.2 TpeboBaHUA K NeyeHUto aMObynaTopHO-NOANKINHUYECKOMY

MepeyeHb MeANLUHCKUX YCNYT ANS evyeHns ambynaTopHO-NOMNKIMHUYECKOTO cornacHo «HomeHkna-
Type paboT 1 ycnyr B 34paBooxpaHeHumn» [2J. npeactaBneH B Tabnuue 5.

n
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Tab6bnuuya 5— JledeHne ambynaTtopHO-NONUKINHNYECKOE

Kon MY Hanerosasue MY pegocramnern  osmomena
801.005.02 Mpuem (OCMOTP, KOHCYNbTaLWs) Bpaya-remMmaTonora NoBTOPHbI 1 2
A02.12.001 Wcecneposanne nynbca 1 2
A02.09.001 M3mepeHne 4acToThl fblXxaHnsa 1 2
A02.12.002 MN3mepeHue apTepnanbLHOro gaBneHns Ha nepudepmyecknx aptepumax 1 2
A02.01.001 M3mepeHne macchl Tena 1 1
A11.05.001 B3aTve KpoBu 13 nansua 1 1
A09.05.003 NcecneposaHue ypoBHa ob6uiero remornobuHa Kposmu 1 1
A08.05.003 MccnepoBaHve YypOBHA 3pUTPOLUTOB B KPOBYU 1 1
A08.05.005 WccneposaHne ypoBHA TPOMGOLUTOB B KPOBU 1 1
A11.12.009 B3ATue kpoBu M3 nepudepuyeckoii BeHbl 1 1
A09.05.194 Onpepenexnne akTusHocTun paktopa VIl 0.5 1
A12.05.017 NccneposaHue arperauum Tpom6oumnToB 1 1
A12.05.042 AKTUBUpPOBaHHOE YacTUyHoe TpombonnactuHosoe spema (AUTB) 1 1
A12.05.027 OnpegenexHve npoTpomM6uHOBOro (TPOM60OMNNACTUHOBOrO) BPEMEHUN B

KPOBW UM B nnasme 1 1
A12.05.038 NcecneposaHue akTUBHOCTU M CBOWCTB hakTopa BunnebpaHga a kposu 1 1
A12.05.052 OnpepeneHne akTUBHOCTW UHIMGMUTOPOB K dhakTopy VIII 0.1 1
A 12.05.053 OnpepeneHne akTUBHOCTW UHIMGUTOPOB K hakTopy IX 0.1 1
A11.12.003 BHyTpuBEHHOE BBE[jeHNE IeKapCTBEHHbIX CPe/CTB 1 2
A 16.08.006 MexaHnuyeckan ocTaHOBKa KpoBOTeYeHUs (NepeAHAsa W 3afHAA Tamno-

Haja Hoca) 0.1 1
A06.04.006 PeHTreHorpacusa koneHHoro cycrasa 0.1 1
A06.04.004 PeHTreHorpadna NokTeBoro cycrasa 0.1 1
A06.04.015 PeHTreHorpacusa nneyesoro cycrasa 0.1 1
A06.04.016 PeHTreHorpacusa 6egpeHHoro cycrasa 0.1 1
A06.04.017 PeHTreHorpatusa roneHocTonHoro cycrasa 0.1 1
A03.20.003 Fnctepockonus 0.1 1
A04.28.001 YnbTpa3BykoBoe uccnefoBaHne noyek 0.05 1
A04.20.001 YnbTpa3BykoBOe UcCcnefoBaHne MaTku v NpuaaTkos 0.05 1
A04.04.001 YnbTpa3sykoBoe uccrefoBaHne cycTtaBoB 0.1 1
803.016.06 AHanus moum o6uwmnii 0.2 1
B01.053.02 Mpuem (OCMOTP, KOHCYNbTaLMs) Bpaya-yposiora noBTOPHbI 0.05 1
B01.067.02 Mpuem (ocmoOTp, KOHCYyNbTaLMs) Bpaya-cTomartosiora xmpypra nostop-

Hbl 0.2 1
801.057.02 Mpuem (0OCMOTP, KOHCYNbTaLMA) Bpaya-xupypra noBTOPHbINA 0.2 1
801.050.04 Mpuem (0OCMOTP, KOHCYNbTaLMA) Bpaya-optToneaa NOBTOPHbIN 0.1 1
801.023.02 Mpuem (ocmMOTp, KOHCYNbTaUUA) Bpaya-HeBposiora NOBTOPHbINA 0.1 1
801.001.02 Mpvem (OCMOTP, KOHCYNbTaLuWsa) Bpaya-ruHeKkonora noBTOPHbIA 0.5 1
B01.028.02 Mpuem (OCMOTP-KOHCYNbTaLUA) Bpavya-oTOPUHOMAPUHIONOra NOBTOP-

HbI 0.6 1
A03.16.001 S3o0charoracTpoyofeHockonma 0.01 1
A03.18.001 ToncToknweyHaa aHAOCKONUA 0.01 1
A06.03.002 KomnbloTepHasa Tomorpaduvs rososbl 0.01 1
A05.23.002 MarHuTHO-pe3oHaHcHas Tomorpadus LeHTpanbHOl HEPBHON CUCTEMBI

1 TO/I0BHOTO Mo3ra 0.05 1
A13.30.003 lMcuxonornyeckan agantayus 1 1

12
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4.3.3 XapaKTepucTuku airfopMuTMOB M 0COGEHHOCTE BbINO/THEHUA HEMEANKAMEHTO3HO NOMOLLN

Mpu c6ope xanob 60nbHOrO Npy npueme (0OCMOTpEe, KOHCyNbTauuu) Bpava-remaTonora NOBTOPHOM
ob6paLlaloT BHUMaHue Ha atpPeKTUBHOCTb NPOBOAUMOV 3aMeCTUTE/IbHOW Tepanun: 0CTaHOBKY W yMEHbLUe-
H/e KpOBOTEUYEHWS, YMeHbLUeHe 601, BOCCTaHOBNEHME (DYHKLMM OpraHa, oTMevatoT NosB/eHne annepru-
YeCKMX peakuuit, BbIABAAIOT HEO6XOAMMOCTb B KOHCYNbTaLMAX APYIMX CNELNannCcToB.

OcCMOTp NPOBOAAT eXefHEBHO A0 NOJTHOW OCTaHOBKN KPOBOTEYEHUSI.

Mpu foMalHeM nevyeHnn KOHCYNbTauumsa Bpada-remMaronora MoXeT 6bITb OCYLLECTB/IEHA MO TeNedOoHy.

WccneposaHue nynbca, U3MepeHne 4acToThl AblXaHus, apTepuasnbHOro gaseHns Ha nepndepuyeckmx
apTepusix, usmMepeHme Macchbl Tefia NPoBOAAT BCEM 6O0/bHbIM A/15 OLEHKN 06LLEro COCTOSHUS.

B3ATue kpoBM 13 NanbLa 1 U3 nepudepnyeckoil BeHbl NPOBOAAT HaToLwak. 3abop KpoBu A5 nccneno-
BaHMA remocTasa NpoBOAAT 6€e3 NCNOoMb30BaHUA WNpULA U C PacnyLeHHbIM XIYTOM, flyylle UCnob30BaTb
BakyyMHble MPOGUPKU.

WccneposaHne ypoBHa 06LLero remorniobmHa, apuTpoumuTos, TPOMOGOLUTOB KPOBY NPOBOAAT NpU An-
TeNIbHOM KPOBOTEUYEHUWN 4N1A UCKTHOYEHNSA aHeMUK, TPO6OoLMTONEHNN Y 6OMBHOTO.

OnpepeneHune akTuBHocTM paktopa VIII. akTMBHOCTM U CBOWCTB (pakTopa BunnebpaHpa (pucToue-
TWH-KO(pakTopHOI akTnBHocTn VWF.RCo), npoTpoM6GMHOBOro (TPOMGOMNNAcTMHOBOIO) BPEMEHN B KPOBU 1
nnasme, akTMBMPOBAHHOIO YaCTUYHOrO TPOM6ONIACTUHOBOrO BpemeHu (AYUTB) npoBOAAT ANA KOHTpPONA 3a
3(p(peKTUBHOCTbLIO Tepanuu.

WccneposaHue arperayuy TpoM60UUTOB, MHAYLMPOBAHHON PUCTOLLETUHOM, NMPOBOAAT A8 KOHTPONA 3a
3(pheKkTUBHOCTLIO Tepanuu.

Ecnu nokasatenu dpaktopa VIII. arperaymn TpoM60LMTOB, UHAYLMPOBAHHO! PUCTOLETUHOM. pUcToLie-
TWH-KO)aKTOPHOI aKTUBHOCTMW, aHTUreHa haktopa BunnebpaHga B npouecce /leYeHUss ocTalTcs HU3KUMM
UN HEe U3MEHAIOTCA NO CPaBHEHUIO C UCXOAHbIMU, HEO6XOAMMO onpeAeneHne akTUBHOCTU UHIMOUTOPOB K
dhaktopy VIII n dhaktopy BunnebpaHga.

BHyTpuBeHHOe BBefenno akTopos ceepTbiBaHus kposu VIl ¢ dhakTopom BunnebpaHga ocyectens-
0T B aMOyNaToOpPHO-MOMNKINHNYECKUX YUpeXAeHNAX MeAULMHCKMMU paboTHUKaMu, cneunanmctaMmm CKopor
NOMOLLYM, @ B AOMALLIHWX YCNOBUAX — CaMUM NaLMeHTOM WM ero 3aKOHHbIMW NpeAcTaBuTensMum npy noanu-
caHun [06pOBO/ILHOr0 UHPOPMUPOBAHHOrO cornacus (cMm. npunoxeHue K).

Mpv goMallHeM neyeHnn HeobxoaMmo 3anosiHeHne «MpoToKoa BHYTPMBEHHOIO BBeAEHUS (DakTopoB
CBEPTbIBAHUA KPOBU» (CM. NpuaoxeHue /).

MexaHu4eckyto OCTaHOBKY KPOBOTEUEHUA (NepeHIo TaMrnoHady Hoca) NPOBOAAT NPY HOCOBOM KPOBO-
TeyeHun. Nocne npekpaleHns KPOBOTEUYEHMSA TaMMNOH OCTOPOXHO yAanswT. 3a4HI0 TaMnoHaay NpoBoAsT
npu oTCYTCTBUN ahhekTa OT NpumeHeHns haktopa ceepTbiBanna VI, cogepxaluero haktop BunnebpaHga.
6o fecmonpeccuHa.

YnbTpa3BykoBOe Ucc/efjoBaHne NoYek NPoBOAAT 60/bHbLIM C remaTypueit npy Nofo3peHnn Ha naToso-
TM0 MOYeBbILeNNTeNbHON cucTembl. Mpy 3ToM 601bHOMY HEO6X0AMMA KOHCY/bTaLusa Bpaya-yposora.

AHanM3 Mo4n NPOBOAAT A1 KOHTPO/IA MHTEHCUBHOCTY remMaTypun Ha hOHe reMocTaTUYeCcKon Tepanuu.

PeHTreHorpacuio cyctaBoB 1 y/bTpa3ByKOBO€E UCC/ef0BaHNe CyCTaBoB MPOBOAAT NpU remapTpo3sax ¢
Lienbio onpefeneHns opraHnyecknx U3MeHeHi KOCTHbIX CTPYKTYP U MATKUX TKaHel cycTasa, Havuusa unm
OTCYTCTBUS XUAKOCTW B CycTaBe.

Mprem (0OCMOTP, KOHCYNbTaLMs) Bpaya-0TOPUHONAPUHION0ra NOBTOPHbIA HE06X0AMM 60/bHBIM C HOCO-
BbIMN KPOBOTEYEHUAMU.

Mprem (OCMOTP, KOHCYNbTaLUs) Bpaya-cToOMaTosiora Xxmpypra noBTOPHbI HE06X0AMM 60/bHbLIM C Aec-
HEeBbIMW KPOBOTEUEHUAMW WU NPU NOATOTOBKE K 3KCTPakLmmn 3yba.

Mprem (0OCMOTP, KOHCYNbTaLMI0) Bpaya-xnpypra NoBTOPHbIA NPOBOASAT NPY XenyA04HO-KNLLEYHbIX KPO-
BOTEYEHMAX. a TakKe MpW OCTPOI XMPYypruyeckoi naTtonorMu AA8 peleHus Bonpoca O Heo6XoAMMOCTM
XUPYPrnyeckoro BmellaresibcTaa.

Mprem (0OCMOTP, KOHCYNbTaLUs) Bpaya-rmHeKoora NOBTOPHbI HE0BX0AUM NauueHTKkam ¢ MeHopparu-
AMW. TVHEKONIOTMYECKOW naTtonorueii. Mo nokasaHWAM HasHa4yatloT rMCTEPOCKONUIO U YbTPa3ByKOBOe nccne-
[OBaHVe MaTku 1 NpuaaTKoBs.

Mprem (0CMOTP, KOHCYNbTaLMI0) Bpaya-opToneaa NOBTOPHbIA NPOBOAAT Npy 06LWMPHBIX remapTposax,
COMPOBOXAALLMNXCA NPU3HAKaAMU HapyLUEHWI NOLBWXHOCTN CyCTaBOB.

Mprem (0CMOTP, KOHCYNbTaLMI0) Bpaya-HeBPONaToora NOBTOPHbIV NMPOBOAAT 60NbHLIM NPU HANNYWK
KTMHWYECKNX MPU3HAKOB KPOBOU3/TMAHUS B FTOIOBHOM UIN CMVHHOWM MO3r, a Takxe nayuMeHTam C AUCLUPKYNS-
TOPHbIMW W BEreTococyaveTbiMy MPOABAEHUSAMU, CYAOPOXHbIMY NpunagkaMu, KOpeLKoBbIM CUHAPOMOM
(pagukynur).

330charoractTpoayoAeHOCKONMI0 NPOBOAAT BCEM 60/bHBIM € XeNyA0HHO-KULLEYHbIM KPOBOTEUYEHNEM C
npeasapuTesnbHbIM BBEEHNEM remMocTaTUYyeckux npenapaTos.
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TONCTOKULLIOYHYIO 3HAO0CKOMMIO NPOBOAAT 60/bHBIM NPY MOLO3PEHMN HA KPOBOTEYEHME M3 TOJICTOro
KMLLeYHurKa.

KomnbloTepHyo Tomorpaduio rofoBbl U MarHUTHO-PE30HAHCHYH TOMOrpaduio LLeHTpasibHO HePBHOWA
CUCTEMbI M TO/IOBHOTO MO3ra NPOBOAAT MPU NOLO3PEHUN HA KPOBOM3/IUSHUSA B FOJIOBHOW WUIN CIMHHOM MO3T.

Llens npoBOoAUMOIA NCUXOIOTMYECKON aganTauun 3akoyaeTcs B y6exaeHun naymeHTa B TOM. UTO:

- 3aboneBaHNe HaHOCUT yuLLep6 ero 340pPOBbI0, MO3TOMY OH HYXAAEeTCS B NlIeHEHUM;

- 3ab0s1eBaHMe He NpeAcTaBAseT Yrpo3y ero XUsHu npu agekBaTHoON Tepanuu;

- 3a60/1eBaHNe NpUBEAET K HEOGXOAUMOCTY UCKTUYEHUS BONbLINX (PU3NYECKUX HAarpy30K U CUTyaLuii,
CBSA3@HHbIX C TPaBMaTnU3MOM.

4.3.4. TpeboBaHMNA K NeKaAPCTBEHHON NOMOLWM aMbynaTOPHO-NOINKINHNYECKO U

Tpe6oBaHuWsA K NEKAPCTBEHHOWK NOMOLLM aMBynaTOPHO-MONNKINHUYECKO NpeacTaBeHbl B Tabnuue 6.

Tab6nuuya 6 — J/lekapcTBEHHAA NOMOLLb aM6yNaTOPHO-NONNKANHNYECKaAs

Amartomo-
Oapmako- TepanesTuye- MexayHAPOAHOE HEMATEHTOBAHHOE Yactota OpueHTHpo- OKBUBANEHT-
TepanceTuye- cKkas BOYHAA [HEBHAsA Has Kypcosas
HavmMeHoBaHue HasHaueHus
ckas rpynna XuMmyeckas fosa fosa
rpynna
CpejcTtBa, BAMaKLLMEe Ha KPOBb 1 — -
PakTopbl CBEPTbIBAHUA KPOBU 1 — -
dakTop cBepTbiBaHua kposu VIII 0.7 3000 ME 6000 ME
dakTop cBepTbiBaHMA kpoBu VIll/pakTop
- Bunne6bpaHpa 0.3 3000 ME 6000 ME
nTakor-anba (aKTMBMPOBAHHbIN) 0,05 7 mr 21 wmr
) CpepcTBa, BAUAOLLME HA CUCTEMY CBEPTHIBAHWUA KPOBU 0.6 - -
AMUHOKanpoHoBas kucnaoTa 0.5 3r 12r
TpaHekcamoBas Kucnota 0.3 0,25 r 05r
) AblMHOMeTUN6eH30Haa kucnoTta 0.3 0,25r1 05r
Taxokom6 0.4 1 nnacTuHa 3 nnacTuHbl
FOpMOHbI 1 cpefcTBa, BAUAKOLWME HA SHAOKPUHHYIO CUCTEMY 0.8 - -
HenonoBble rOPMOHbLI, CUHTETUYECKNE CYBCTAHLMN U aHTU-
_ rTOPMOHbI 1 — —
— fecmonpeccuH 1 21 mkr 42 MKr
4.3.5 XapakTepucTukn anropuTMOB M OCOGEHHOCTEN NPUMEHEHUS MeAMKAMEHTOB B aMbynatop-

HO-MOTUKNTUHNYECKUX YCNOBUAX

OCHOBHbIM NPVHLUNMOM flevyeHns 6one3Hn BunnebpaHga cpeAcTBamMu, BAMSAOLWUMN HA KPOBb, ABNSET-
CA 3amecTuTesibHasa Tepanus, A8 3TOro UCMonb3yTca akTopbl ceepThiBaHUA kposu VI, cogepxaliune
thakTop BunnebpaHga.

[nsa nedyeHunsa 6onesnn BunnebpaHga NpuMeEHSIOT crefytolne npenapatbl: hakTop CBepTbIBAHUSA KPO-
Bu Vlll/cbaktop BunnebpaHga (Wilate. Octapharma, Mepmanus, WBeuuns), hakTopsl cBepTbiBaHNS kposu VI
(Immunate. Baxter Bio Science, Asctpusi; Emoclot D.I., Kedrion. Ntanns: Octanat Octapharma. epmanus,
LWseumnsa; Haemoctin SDH Biotest. NepmaHus).

B npenapate Immunate {Baxter, ABcTpusl) cooTHoLeHne thakTopa BunnebpaHga k haktopy ceepTbiBa-
Hua kposu VIII coctasnseT 0,6. Mpenapat nMeeT ouLmanbHble NokasaHUsa K NPUMEHEHWUo ANA NevyeHns
6onesHn BunnebpaHga.

Mpenapatr Wilate (Octapharma) paspa6oTaH cneuvanbHO AnS nedveHus 6onesnun Bunnebpanga n
coaepxuT chakTop BunnebpaHza B COOTHOLEHMM C (DAKTOPOM cBepTbiBaHUA Kposu VII11:1 (ypoBeHb ybean-
TeNbHOCTK AoKasaTenbcTBa A).

[na pacueTa KonuyecTBa npenapata cm. hopmyny (1).

Mpy HOCOBBIX, AECHEBbLIX KPOBOTEUEHUAX, MEHopparusax. reMapTposax, MasblX XUpypruyeckux smella-
TeNbCTBax ypoBeHb (hakTopoB CBEPTbIBAHNA JO/DKEH ObiTb BOCMONHEH A0 50 %, npu 06UMbHLIX 1 NPOAOI-
XUTENbHbIX KPOBOTEUYEHMUSAX U3 MOIOCTU HOCA, pTa, BHYTPEHHUX OPraHoB, XenyAo4YHO-KULIEYHbIX KpoBoTeYe-
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HUAX. XMPYPruyeckmx BMellatesibcTBax (B TOM uucrie cromaTosiormyeckmx) — po 60 % — 80 %, npwu
KPOBOWU3NIMAHMAX B FOIOBHOM U CMMHHON MO3r — a0 80 % — 100 %.

Mpn HOCOBbLIX, AECHEBLIX KPOBOTEYEHUAX, MeHopparusax. aktop ceepToiBaHusa Kposu VIII. cogepxa-
Wit dpakTop BunnebpaHaa, BBOAUTCA B NepBble CYTKMN Kaxable 12 u.

B03MOXHO NpofomkeHve Tepanuu aktopamu cBepTbiBaHusa kposu VIII o 3 — 5 cyTok ¢ BBeAeHMeM
Kaxble 24 4 [0 NpeKpaLleHnsa KpoBOTEeYEHNS.

Mpu KpOBOTEYUEHUAX M3 CAU3UCTBLIX NOSIOCTM pTa. HOCa WCMO/Mb30BaHWE MECTHbIX FeMoCTaTUyecKmx
CpeAcCTB, a Takke HazHauyeHne aHTUUOPUHONUTUYECKNX NpenapaToB ABAETCA MeTOAOM Bbibopa B ciayvasx
akTuBauuv ombpuHonmsa. s aToro MoryT NCnonb30BaTbCA: 3/ICU0aMVHOKanpoHoBas kucnoTa B gose 3.0 r
yeTblpe pasa B CyTKU; aMUHOMeTUN6eH30Han kncnoTa B Ao3e 0,25 r ABa pasa B CyTKU; TpaHekcamoBas K1c-
nota B gose 0,25 r 4Ba pasa B CyTKU B TeHEHUE NATU CYTOK.

CnepgyeT yunTbiBaTb, YTO XEHLMHAM penpogyKTMBHOIO BO3pacTa, MPUHUMAIOLLNM FOPMOHAa/bHbIE KOH-
TpauenTuBbl. HeMb3s Ha3HavaTb aHTUNBPUHONUTNYECKME NpenapaThbl U3-3a onacHoCcTU pa3sutusa ABC-cuH-
apoma.

YuutbiBas BapnabenbHocTb nokasarteneli haktopa VI, B cnyyae BO3HUKHOBEHUSI aKTUBHOTO KpOBOTe-
YeHns nauveHtam ¢ 6one3Hbio BunnebpaHga BHe 3aBMCUMMOCTM OT NabopaTopHbIX AAHHbIX HasHavaeTcs
thakTop ceepTbiBaHus VIl ¢ chaktopom BunnebpaHga B fo3e 25 ME/kr. Mpu Xxupyprunyeckmx MaiouHBasnBHbIX
1 CTOMAaTO/I0rMYeCcKNX BMellaTenscTeax (yaaneHne ot o4HOro 4o Tpex 3y60B) hakTopbl CBEPTbIBAHUSA KPOBU
VI, cogepxawme chaktop BunnebpaHga. BBOAATCA 3a OA4MH Yac [0 onepauuun, n yepes 12 n 24 4 nocne Hee.
B0o3MOXHO nNpogo/mkeHne Tepanum haktopamu ceepTbiBaHUs Kposu VIl [0 Tpex CyTOK C BBEieHNEM Kaxble
24 4y fo0 npekpalleHus KpoBoTeyeHus. bosiee Npofo/MKUTENBHYIO FeMOCTaTUYECKY0 Tepanuio HasHavarT
WHAMBMAYAIbHO B 3aBUCMMOCTM OT KAMHMYECKOW cuTyaumu. B kayecTBe TamnoHuMpylliero martepuana
MOXHO MCMO/Ib30BaThb KOAreHoBYO ryoky.

OKCTpeHHas Tepanus Npu XenyAo4YHO-KUWEYHOM KPOBOTEYEHUWU AOJ/IKHA OblTb Havata Hesamepnsiu-
TenbHO BBefeHneM haktopa ceepTbiBaHUsA kposu VI, cogepxalyero caktop BunnebpaHga. u nocnegyto-
el rocnuTanusauuen nayneHTa.

SKCTpeHHas Tepanusa npu NoL03peHNN Ha KPOBOM3IMSIHUE B FO/IOBHOW UM CMUHHO MO3T f0/KHA ObiTh
HavaTa He3aMe[/IMTeNlbHO. FeMocTaTnyeckas 3amecTuTesibHas Tepanus NPoBoAUTCA (hakTopamu cBepTbiBa-
HuA kpoeu VIII. cogepxawmmu haktop Bunnebpanga. ¢ nocnegytollein rocnutannsauvein 601bHOro.

MmetoTcs gaHHble 06 adhpekTUBHOCTU He3amMme[IMTENbHOTO NPUMEHEHNS NPU KPOBOU3NIUSAHUAX B MO3T
npenapaTa anTakor-anbga (aKTMBMPOBaHHbI) BMECTO BBeAeHUs hakTopoB cBepTbiBaHUA kposu VIII (ypo-
BeHb y6eaAnTeNnbLHOCTU fokasaTenbcTBa C). DnTakor-anbga (akTMBUpPOBaHHbI) BBOAMTCA B Ao3e 90 MKI/Kr
macchbl Tena. Npu HeobxoAMMOCTM f,03Y MOXHO MOBTOPATL Yepes Kaxble ABa vaca [0 YeTKOro KIIMHUYECKOro
yAyyleHna uam ctabmunmnsaunm cocTosaHMA 60/1bHOrO.

Mpu BCEX COCTOSAHUSAX, YIPOXaOLWMX XU3HWN NaumeHTa, remocTatuyeckas tepanus Ao/mkHa 6bITb Havata
B ambynaTOpPHbIX YCMIOBUSX U MPOAO/KEHA B CTauMoHape.

Mpw 60ne3Hn BunnebpaHga 1-ro tuna (npu yposHe dhaktopa VIl 6onee 5 %) c reMocTatuyeckoi Lenbto
npy KPOBOTEYEHUSIX Pa3/IMYHOW /loKanusauum WM MasblX XMPYpruyeckMx BMellaTenbCTBaxX MOryT ObiTb
MCMNO/b30BaHbl HEMOJIOBbIE TOPMOHbI, CUHTETUYECKMe Cy6CTaHLUMn 1 aHTUrOPMOHbI. Hanpumep — gecmonpec-
cuH (Desmopressin. Buodapm, pysus; Emosint. Kedrion. WUtanus; Minirin. Ferring. LBeuus; Presinex,
Mipharm, WUtanus), KoTopblii ABNsSieTCs npenapaTom Bbibopa (ypoBeHb ybeauTenbHOCTM JokasaTenbcTaa B).

MpenapaT BBOAAT BHYTPMBEHHO KanenbHO B Ao3e 0.3 MKr/Kr Mmacchl Tena 60sbHoro B 50 mn cousmonoru-
yeckoro pacTteopa B TedeHue 30 MUH. IHbekLma MOXeT 6bITb MOBTOPEHa Yepes 24 4. ofHako nocne 3—4 BBe-
AeHnin nevyebHbIn adhhekT 3HaUMTENbHO CHKaeTcs. MoBTOpHOe fieyeHne npoBoauTcs Yepes 7 — 10 gHeld,
O0fiHaKo y 60/bLUMHCTBA MaLMEHTOB, NOMy4yaloWMX /evYeHne MOBTOPHO, CHMXKAETCA YYyBCTBUTE/NIbHOCTb K
npenapary.

Takxe npenapaT MOXeT Ha3HayaTbCsA B BUAE MOAKOXHbIX UHBbEKUMI (HepasBeAeHHbIn) unu nHTpaHa-
3a/1bHO B BuAe cnpes unu tabneTtok.

[lo Hayana neyeHnsa fecmMonpeccuHOM NPOBOAMTCS TecToBas MHAY3NA 418 onpedeneHns ero apdek-
TMBHOCTK (onpeaenseTcsa yposeHb thaktopa VIl B nnasme 601bHOro Ao v yepes 30 MUH Nocne BHYTPUBEHHO-
ro BBefleHMA npenapata uay yepes 60 MUH nocfie MOAKOXHOIO BBeAeHUA npenaparta). Kputepnem
3hheKkTMBHOCTU ABMSETCA yBenuueHue yposHs daktopa VIIlI 6onble 5 %.

[lecmonpeccuH cnefyet ¢ OCTOPOXHOCTLIO MPUMEHATL Y NAUVEHTOB, UMEIOLLNX B aHaMHe3e rMnepToHu-
Yyeckyto 60n1e3Hb, NaToN0rMi0 KOPOHAPHbIX COCYA0B, 6POHXUAbHYIO acTMy, 3NUIENCuio.

[JecmonpeccH HEO6XOAMMO C OCTOPOXHOCTbIO NPUMEHSITL AETAM A0 4-X NeT. Y HuX kpaliHe Hexena-
TeNbHO NMPUMEHATb AeCMONPECCHH nocnegoBaTenbHO 6onee 1 gHs.

4.3.6 TpeboBaHus K pexumy Tpyaa, oTAablxa, 1edeHnsa nan peabunutauuu

CnepgyeT orpaHnyunTb (hrUsnMyeckme Harpysku B neprog nosiBNIeHNs remMopparmyeckoro CUHApPoMa.
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4.3.7 Tpeb6oBaHuA K yxoA4y 3a nayneHTom 1 BCNOMOraTebHbIM npoueaypam

He pekoMeHayloTCA Tennosble husnoTepaneBTUYECckue npoueaypsbl.

4.3.8 TpeboBaHUA K AMETUYECKUM Ha3HAYEHUAM U OTpaHUYeHnaM

CneumnanbHble TpeboBaHNS OTCYTCTBYIOT.

4.3.9 OCcob6eHHOCTN MHPOPMUPOBAHHOTO AO6POBOMLHOIO COrfnacusa naunmeHTa Npu BblINOJIHE-
HUN NpOTOKONa BeAeHUA 60MbHbIX U AONONHUTENbHAA UHGOPMaUUA ANA nayMeHTa U YeHOB ero
cembu

WHdopmuposaHHoe A06poBONbHOE cornacue nauueHT gaeT B MUCbMEHHOM BuAe. [onoMHUTENbHYIO
NHgopMaumio A4NA NaymeHTa n ero 3aKkOHHOro NpeAcTaBuTeNs CM. B NPUNOXeHnax B u I

4.3.10 MpaBuna wn3MeHeHWs TpebGOBaHWIi NpW BbINOJIHEHWUM NPOTOKONA W MpeKpal,eHne
pelictBua TpeboBaHMin NpoTokona

Mpy BbIABNEHUV MPU3HAKOB APYroro 3abonesaHus, Tpebylolwero NpoBeAeHUs ANarHoCTUYeCKUX U
neyebHbIX MeponpusATUA, Hapsigy ¢ npu3HakamMu 6051e3Hn BunnebpaHga MeuLMHCKYH0 NOMOLLb NauneHTy
OKa3blBaloT BCOOTBETCTBUM C TpE6OBAHUSAMMN NPOTOKONA BEAEHUS 6OMbHbIX C BbIAB/IEHHbIM 3a60/1€BaHNEM.

4.3.11 BO3MOXHble NCXOAbl U UX XapaKTepucTuka

Bo3moxHble ucxofbl 60ne3Hn BunnebpaHga npu mogenu 3 n nx xapakrepuctunka npefcrasnieHs! B Tab-
nvue 7.

Tab6nuya 7— Bo3amMoxHble ucxoabl 6onesHn BunnebpaHga npu mogenun 3 n ux xapakrepucrumka

HavmeHoBaHue YacToTa OpueHTuposouHoe [MpeeMCcTBEHHOCTb 1 3TannocTb
KpuTepuu n npusHakm BPEMS JOCTKEHNS .
nexopa passuTus. % oKasaHus MeAWLMHCKON nomoLum
nexoga
YnyyweHue 80 MonHoe npekpalieHne KpoBoO- Yepes3 24 y MpogomxeHne neyeHns no Mo-
COCTOSAHMA TeyeHna. ucyesHoBeHue 6oneso- nenn 4.3
ro CuWHApOMa, BOCCTaHOBJ/iIeHUE
yHKLUKN opraHa
OTcyTcTBUE 19.999 OTcyTCcTBME NpU3HAKOB OCTa- Yepe3 24 4 OnpepeneHune ypoBHs haktopa
adhdpekTa HOBKW KpOBOTEYEeHUA VIII, nccnegosaHne wuHrnébutopa.
Mpn Hanuyuu uHrubutTopa — ne-
pexof Kk mogenu 4.5.

Mpun  OTCYyTCTBUU  MHIMOGUTO-
pa — npofo/xeHne remocTaTu-
yeckoii Tepanuu no mopenu 4.3 ¢
nepecmMoTpoM A03bl NpenapaTa

Passutne 0.001 MosBneHne ocnoxHeHnii, 06yc- Ha nwob6om atane Mepexoa K NPOTOKONY BefeHnsa
ATPOreHHbIX NIOBNEHHbIX NPOBOAUMOW  Tepa- 60/bHbIX C COOTBETCTBYIOLWMUM 3a-
OCNOXHEHWA nuei. Hanpumep, anneprunyecknx 6onesaHnem

peakumni

4.3.12 CTOUMOCTHble XapakTepucTuku npoTokona
CTOMMOCTHbIE XapaKTePUCTUKN OMpeaensoT COrnacHo TpeboBaHMAM HOPMAaTUBHbLIX [O0KYMEHTOB,
YTBEPXAEHHbIX B YCTAHOB/IEHHOM NOpSAAKE.

4.4 Mogenb naymeHta

Ho3onoruueckas dopma: 6ones3Hb BunnebpaHga

Cragus: cocTosHue, Tpebylollee rocnutanusaymmn naymeHTa

®da3a: KpoBOTEYEHWNE Y KPOBOM3NMAHME N06OIA nokanusaunm

OcnoxHeHune: 6e3 0CNOXHEHWN

Kog no MKB-10: D68.0

441 Kputepuu n npusHaku, onpegensawouime moaens nayneHta

CocTofiHMe naumeHTa f0/HKHO YAOB/IETBOPATL C/eAYIOWUM KPUTEPUAM, NPU3HaKaM 1 yCI0BUAM:

- KIMHNMYECKMe NPOSAB/IEHNSs — KPOBOTEYEHWNE WU KPOBOU3/IUAHWE B XXU3HEHHO BaXHble OpraHbl;

- OTCyTCTBME UHTMO6MTOPOB K dhakTopy VIII;

- NOArOTOBKa K ONepaTuBHOMY S1IeYEHUIO.

4.4.2 TpeboBaHUsA K IeYEHUIO CTaLUOHAPHOMY

MepeyeHb MegmuUnHCKNX yenyr (MY) cornacHo «HomeHknaType paboT v ycnyr B 34paBooxpaHeHnn» [2]
ONA NevyeHus cTaunoHapHoro npeacTasneH B Tabnuue 8.
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Tab6nunya 8 — JleyueHne ctaynoHapHoe

Koa MY Haumerosatme MY npop,Li)?:i;?aj'laeHMﬂ Btﬁ'lat‘):l:g;:ﬂ

A01.05.001 C6op aHamHes3a U xanob npu 60ne3HAX OPraHoB KPOBETBOPEHUA U

KpoBu 1 3
A01.05.002 BusyanbHoe nccnegosaHue npu 601e3HAX OpraHoB KPOBETBOPEHUA ©

KpoBM 1 3
A01.05.003 Manbnayuns npu 601e3HAX OpraHoB KPOBETBOPEHUSA U KPOBYU 1 3
A02.12.002 M3mepeHue apTepnanbHOro faBneHns Ha nepuepunyecknx apTepusax 1 3
A02.10.002 M3mepeHne yacToTbl cepauebuenns 1 3
A02.09.001 M3mepeHune 4acToThl AblXaHus 1 3
A11.05.001 B3aTne kposBu M3 nanbua 1 2
A09.05.003 NccnepoBaHue ypoBHA obLero remorno6uHa Kposu 1 2
A08.05.003 McecneposaHne ypoBHA 3pUTPOLMTOB B KPOBYU 1 2
A08.05.005 NccneposaHue ypoBHA TPOMGOLUTOB B KPOBU 1 2
B03.016.06 AHanu3 moun o6umnii 1 1
A11.12.009 B3ATue kpoBu 13 nepudepuyeckoii BeHsbl 1 2
A12.05.042 AKTBMpPOBAHHOE YacTu4yHoe TpombonnacTnHoBoe Bpems (AUYTB) 1 2
A12.05.027 OnpepeneHne NpoTPOMOGUHOBOrO (TPOMGONNACTUHOBOIO) BPEMEHUN B

KPOBWU UAK B Nnasme 1 2
A09.05.194 Onpepenexnne akTusHocTn chaktopa VIII 1 2
A 12.05.017 MccneposaHue arperaunn TpombéounToB 1 2
A12.05.038 WNccnepoBaHue akTUBHOCTU 1 CBOWCTB chakTopa BunnebpaHga B KpoBu 0.5 1
A09.05.227 WNccneposaHue ypoBHA aHTUreHa paktopa BunnebpaHga 0.5 1
A12.05.052 OnpepeneHne akTUBHOCTW UHIMGMUTOPOB K hakTopy VIII 0.1 1
A12.05.053 OnpepeneHne akTUBHOCTW MHIMGMUTOPOB K hakTopy IX 0.1 1
A25.05.001 HasHauyeHue nekapcTBEHHOW Tepanuu npu 3a60MeBAHUAX CUCTEMbI

OpraHoB KPOBETBOPEHWSA W KPOBU 1 2
A11.12.003 BHyTpvBEeHHOEe BBeAeHNE 1eKapCTBEHHbIX CPeACTB 1 2
A16.04.002 TepaneBTuyeckas acnupaums cofepXuMmMoro cycrasa 0.1 1
A06.03.006 PeHTreHorpacus Bcero yepena B 04HOI 1 60/1ee NpPoeKUUsax 0.1 1
A04.01.001 YnbTpa3BykoBOe nccrefoBaHne MATKAX TKaHei 0.1 1
A04.20.001 YnbTpa3sykoBOE UcCCnef0BaHne MaTkn v NpuaaTkos 0.5 1
A03.20.005 Fnctepockonusa 0.2 1
A04.28.001 YnbTpa3BykoBOE UCCNef0BaHne noyek 0.1 1
A04.28.002 YnbTpasBykoBOe UccnegoBaHne MOYEBOro ny3bips 0.1 1
B01.053.02 Mpuem (0OCMOTP, KOHCYNbTALMNA) Bpaya-yposora noBTOPHbIA 0.1 1
B01.001.02 Mpuem (ocmMoOTp, KOHCYNbTaLMS) Bpada-ruHekonora NOBTOPHbI 0.5 1
B01.028.02 Mpuem (ocMOTpP, KOHCYNbTaLUA Bpaya-oTOPUHONAPUHIONOra) NoBTOp-

Hbll 0.6 1
B01.067.02 Mpuem (ocMOTpP, KOHCYNbTALUA) Bpaya-ctomaronora xmpypra nostop-

Hbll 0.2 1
B01.057.02 Mpuem (0OCMOTP, KOHCYNbTALUA) Bpaya-xmpypra noBTOPHbIA 0.5 1
B01.050.04 Mpuem (0OCMOTP, KOHCYNbTALUA) Bpaya-opTonesa NoBTOPHbIA 0.1 1
B01.023.02 Mpuem (0CMOTP, KOHCYNbTaLMUA) Bpaya-HeBponora NOBTOPHbI 0.1 1
A03.19.002 PekTopomaHockonusa 0.05 1
A03.18.001 ToncTtokuweyHaa aHAOCKONUA 0.05 1
A03.16.001 330¢aroractpofyoeHockonusa 0.1 1
A06.03.002 KomnbloTepHas Tomorpaduvs ronosbl 0.01 1
AOS.23.002 MarHuTHO-pe3oHaHcHas Tomorpadua LeHTpanbHOW HEPBHOW CUCTEMBI

M TO/I0OBHOTO Mo3ra 0.01 1
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4.4.3 XapakTepuUCTUKV aiiropuTMOB M 0COGEHHOCTEN BbINOTHEHUSA HEMEANKAMEHTO3HON nomoLu

Mpu cbope xanob 601bHOr0 NPy 60NE3HSAX OPraHOB KPOBETBOPEHUSA U KPOBU BbISBASAIOT cnegyloLine
0COBGEHHOCTU KNMHUYECKUX AaHHbIX:

- KOra BO3HWK/I0 faHHOEe KPOBOU3NMsAHME (KpOBOTEYEHUE) BNePBbIE;

- NPV Kaknx 06CTOATENbCTBAX BO3HMK/IO KPOBOM3MAHME (KPOBOTEYEHUE), €r0 UHTEHCUBHOCTb, AU-
TeNbHOCTL:

- HaAMYne U MHTEHCMBHOCTb 60N1EBOr0 CMHAPOMA:

- NpoBOAMSAaCL NN paHee Tepanua remMocTatuyeckuMu npenaparamu, ecnn Aa. TO KakvuMu, B KakoMm
pexume, 6bi1a N oHa adPeKTMBHA, OTMeYaInCh NN anfeprmyeckme peakyuu.

Mpv NoBTOPHOM OCMOTpe o6palalnT BHMMaHne Ha 3ahekT OT NPOBOANMOrO NIeYEeHNS: 0CTaHOBKa Un
YMEHbLLEHNE KPOBOTEUYEHUS, YMeHbLUEHNE 601, BOCCTAHOB/IEHME (DYHKLUN opraHa, MosiIBIEHUE asfiepru-
YecKMX peakuuii, Hannune UHEKUNOHHbBIX OCMTOXHEHUNA.

OCMOTp NPOBOAAT eXeAHEBHO B MEpPUOL HaXOXAeHUs B cTaunoHape.

Mpu BM3yanbHOM UCCef0BaHUN NpU GONE3HAX OpPraHoB KPOBETBOPEHUS U KPOBM MOC/ef0BaTeNbHO
ocMaTpuBalT KOXHble MOKPOBbI, 0C060e BHMMaHNe obpallaeTcs Ha UX OKpacky, Haim4yvie 3KXMMO30B. feTe-
XWIA. reMaToM, remapTpo30B 1 APYriX NPU3HaKoOB reMopparmyeckoro CMHApoma.

Manbnayuio Npy 601€3HSAX OPraHOB KPOBETBOPEHUS 1 KPOBY NPOBOAST NPU remapTpo3ax U remaToMax.
Manbnayma MArkUX TKaHein BOKPYr MOPaXeHHOro cyctaBa (OLEHMBAKOT MOBEPXHOCTb, MIOTHOCTb, Hasu-
yne/oTcyTCcTBUE 6OE3HEHHOCTU, HAIMUME YNNIOTHEHUS UM MbILLIEYHOTO HaNpPsHKeHWsi, MECTHOI runepTep-
MUM B 0611acTU remapTposa). XapakTepHo nioTHoe, 60/1e3HEHHOE, HanpshkKeHHoe ob6pa3oBaHMe B 061acTu
cycTaBa, B 60/IbLUMHCTBE C/IyYaeB C HaNMyYMemM MEeCTHOW rmnepTepmuu.

Mpu rematomax OLEHMBAKT MX pa3Mepbl, KOHCUCTEHLMIO, Haluume NpU3HaKoB CAABMEHUS OKpPYXalto-
LMX OPraHoB N TKaHEW.

N3mepeHune apTepuasnbHOro aBneHns Ha nepudpepuyecknx apTepusax, 3MmepeHme 4acToTbl cepaLuebu-
€HUS 1 AblXaHUs NPOBOAAT A1 OLEHKN 06Lero CocTosAHNA 60/bHOrO.

PeHTreHorpaduto Bcero yepena B O4HOW WM ABYX NPOEKUUAX NPOBOASAT NPy NOA03PEHNN Ha Nepesiom
KocTeil uepena.

YnbTpa3BykoBOe UCCefoBaHNe MSArKUX TKaHei MpPoBOAAT NPU KPOBOU3/IUSAHUAX B MATKME TKaHW ON1s
onpefeneHnst pacnpoCcTPaHEHHOCTW reMaToMbl, ee MI0THOCTU, NMPU3HAKOB CAABNEHNS OKPYXALLUX TKAHEN.

Ha npueme (ocmoTpe, KOHCynbTauuu) Bpava-ctoMaTosiora Xvmpypra, npu HaMumm KpoBOTEYEHUS U3
C/IM3UCTbIX MOMOCTK pTa. BbIABAAKT Creayloline u3MeHeHus:

- Hannuune NoAaBMXKHbIX 3y60B:

- Hanuume MHpnIbTpaTa B TKaHSX, OKpYXarLux 3y6;

- loKanM3auns KpoBoTovallero yyactka cm3ncToi;

- MLHTEHCUBHOCTb KpOBOTEYEHUA.

Mpuem (0CMOTP, KOHCY/bTaLMI0) Bpaya-yposiora NpoBOAST B C/iyyae rematypuu npy nofo3peHMU Ha
naTonorno MOYEeBbIAENNTENbHON CUCTEMBI.

Lna noaTBepxAeHUs reMaTypvmn NPoOBOAST aHaIN3 MOYMN OBLLWIA.

YnbTpa3ByKOBOE MUCC/Ie0BaHME NOYEK U MOYEBOIO Ny3blps NPOBOAAT GO/bHBIM C remaTypueil ¢ Lesbio
UCK/TIOYEHUS NaTo/I0TMN MOYEBbIAETUTENBHON CUCTEMDI.

B3ATMe KpoBu 13 nepudhepryeckoli BOHblI NPOBOAAT CTPOro HaToLwak. 3abop KpoBU 4118 UccnefoBaHus
remocrasa nNpoBOAAT 6€3 UCMO/Ib30BaHKA LWNPULLA U C pacnyLLeHHbIM XIyTOM, Niy4ylle UCMNo/b30BaTh BakyyM-
Hble MPO6UPKMU.

WccnepoBaHve akTMBUMPOBAHHOIO YacTUMYHOrO TpomMbonnacTuHoBOro Bpemernn (AUTB). onpepenexHve
thakTopa VIIl. npoTpoM6UHOBOro (TpoM60NNacTUHOBOI0) BPEMEHM B N1a3Me, arperauym TpoMOGOLNTOB, MHAY-
LMPOBaAHHOW PUCTOLETMHOM. UCC/Ief0BaHNE aKTUBHOCTU M CBOMCTB thakTopa BunnebpaHga B KpoBu (puUcTo-
LLeTUH-KO(PaKTOPHOW aKTUBHOCTK), aHTUreHa chakTopa BunnebpaHaa. a Takke nccriefoBaHe ypoBHS obLiero
remMorsiobuHa, apuTpoLNTOB, TPOMOOLNTOB KPOBM NPOBOAAT A1 KOHTPO/S 3a XOA0M NleHeHus.

Ecnu 3HauyeHns nepBbix TpeX NokasaTesneil B NpoLecce NeYeHNss OCTATCA HU3KAMU U HE U3MEHSIIOT-
CS1 N0 CPaBHEHUIO C UCXOAHbIMU, HEOHXOANMO ONpefennTb aKTUBHOCTb MHIMOMTOPOB K dhakTopy VIII u hakTo-
py Bunne6paxga.

Ha3HaueHne nekapcTBEHHOI Tepanuu Npu 3ab6oseBaHUAX CUCTEMbI OPraHOB KPOBETBOPEHUS U KPOBYU
NpoBOAUT Bpay-remMaTtosior 48 pelleHuns Bonpoca o6bemMa reMoctTaTu4ecko Tepanuu.

BHyTpMBEHHOE BBEIEHUE NTEKAPCTBEHHbIX CPEACTB OCYLLLECTBNAET MeMLMHCKNIA NepcoHan cTalumoHapa.

Mpuem (0CMOTP, KOHCYNbTaLMIO) Bpaya-rMHEKO0ra NOBTOPHbIA NPOBOAAT NaUMEHTKaM C FMHEKOs0ru-
yeckoii natonorveii. Mo nokaszaHNsIM HasHayalT MMCTEPOCKONMIO M yNbTPa3BYKOBOE UCC/ief0BaHne MaTku u
npMAaaTKoB.
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Mpuem (OCMOTP, KOHCY/NbTauWi) Bpaya-OTOPUHOSIAPUHIO/IOra MOBTOPHbIA MPOBOAAT NauMeHTam C
HOCOBbIMW KPOBOTEYEHUSIMMU.

Mpuem (ocMOTp, KOHCYNbTaLMI0) Bpaya-cToMaTosiora NoBTOPHbIV MPOBOAAT NauueHTaM npm Heobxoau-
MOCTU yganeHus 3y60B.

MpuemM (OCMOTpP, KOHCY/NbTaLUio) Bpaya-xmpypra noBTOPHbI NPOBOAST BCEM GOMbHLIM NPU HANUYUK
KNIMHUYECKNX NPOSBAEHUIA XeNyA04YHO-KMLWEYHOTO KPOBOTEYEHMS, a Takke Npy MOAO3PEHMM HA OCTPYIO
XUPYPrMyeckyto NaTonorM: oCTpblii anneHguuUnT, OCTPbI XONEUNCTUT, KPOBOU3NIUSHNE B GPbIXENKY, KuLley-
HYH HEMPOXOAMMOCTb, YLLEMIEHHYIO TPbIXY.

Mpuem (ocMOTp, KOHCY/bTaUM) Bpaya-opToneaa NOBTOPHbIA NPOBOAAT NPU 06LLMPHBLIX reMapTpo3ax,
CONPOBOXAALWMXCS NPU3HaKaMy HapyLLUEeHU A NOABUXHOCTY CYyCTaBOB, M NPV NOA03PEHNN HA BHYTPUCYCTaB-
Hble Nepenomsl.

Mpuem (0CMOTP, KOHCYNbTaLMi0) Bpaya-HeBponaTosiora noBTOPHbIA MPOBOAAT 60/IbHBIM NPU HANNYUN
K/IMHUYECKNX NMPU3HAKOB KPOBOU3NMNSAHUS B TOJIOBHOW MW CMIMHHOI MO3F, NpU LMPKYNSITOPHON aHuedanona-
TMN 1 BepTebpobasnnsapHoii HeL0CTaTOUHOCTM.

J30¢paroracTpoayofeHOCKONUI0 MPOBOAAT BCEM 6O/bHBIM MpU NOAO3PEHVMM Ha KPOBOTEYEHME U3
Xenyaka nnm 12-nepcTHoi KULWKK.

PeKkTopoMaHOCXOMuI0 1 TONICTOKULLIEYHY 3HAOCKOMNMIO NPOBOAST 6O/IbHLIM NPY NOA03PEHUN HA KPOBO-
TeyeHne 13 TONCTOro KMLIEeYHMKa.

KoMnbOTEPHYO TOMOrpaguio rofioBbl U MarHMTHO-PE30HAHCHY ToMorpadumio LeHTpasibHOl HepBHO
CUCTEMbI 1 FOJIOBHOTO MO3ra NpoBOAAT NPV NOA03PEHMMN HA KPOBOW3/IMSAHWSA B TONIOBHOW UMW CMMHHOW MO3T,
npu TpaBMax ronoBbl, 061aCTN CNWHbLI U LWen.

4.4.4 TpeboBaHWs K 1IeKapPCTBEHHOW NMOMOLLM CTalLMOHAPHOW

TpeboBaHMA K IEKAPCTBEHHO NOMOLLM CTaLVOHapHOW NpeacTaB/ieHbl B Tabnuue 9.

Tab6nunya 9 — JlekapcTBeHHas NOMOLULb CTaunMoHapHas

Anartomo-
dapblako- TepanesTnye- OpueHTupo- OKBMBANEHT-
Mex/ayHapoiHoe HenaTeHTOBaHHoe YacrtoTa
TepaneBTuye- ckas BOYHasA AHEBHas Has KypcoBas
HaumeHoBaHue HasHaueHus
ckas rpynna XUMnyeckas fosa fosa
rpynna
CpepacTBa. BAMsaKLUME HA KPOBb 1 — _
dakTopbl CBEPThIBAHUSA KPOBU 1 - -
dakTop ceBepTbiBaHuA kposu VI 0.5 3000 ME 6000 ME
- daktop cBepTbiBaHusA kposu Vlll/daktop
° Bunneb6paHga 0.5 3000 ME 6000 ME
AnTakor-anba (akTMBMPOBAaHHbI ) 0.05 7 vr 21 mr

4.45 XapaKTepucTukn anropuTMOB U 0COGEHHOCTEN NMPUMEHEHUA MeANKaMeHTOB

OCHOBHbIM MPUHLUMNOM fevyeHuns 6onesHn BunnebpaHga saBnseTca 3amMecTuTenbHas Tepanus cpej-
CTBaMU. BAUAIOLWMMU HA KPOBb, A/151 3TOr0 UCMONbL3YTCA (hakTopbl cBepThiBaHUA Kposu VIII, cogepxatyme
thakTop BunnebpaHga.

[na neyennsn 6onesHn BunnebpaHaa NnpMMeHSOT cneaylolne npenaparbl: oakTop CBepTbIBaHWSA Kpo-
Bu Vlll/cbaktop BunnebpaHga (Wilate. Octapharma, epmaHus. LWBeuns), dhaktopbl cBepTbiBaHus kposu VI
(Immunate, Baxter Bio Science. Asctpusa: Emoclot D.l., Kedrion, Ntanus; Octanat Octapharma. epmanus,
LWeeumns: Haemoctin SDH Biotest. MepmaHus).

B npenapate Immunate (Baxter. ABCTpus) cooTHOLEHWe hakTopa BunnebpaHaa k chaktopy csepTbiBa-
Husa kposu VIII 0.6. MNpenapaT nmeeT oduunanbHble NokasaHUs K NPYMeHEeHWIo AN nevyeHuns 6onesHn Bun-
nebpaHpa.

MpenapaTt Wilate (Octapharma) paspa6oTaH cneuuasnbHO ANA nevyeHus 6ones3Hn BunnebpaHga u
cofepxuT chaktop BunnebpaHga 8 cooTHOLWEHNN ¢ hakTopom cBepTbiBaHus Kposu VII11:1 (ypoBeHb y6eau-
TeNbHOCTM foka3aTenbeTea A).

PacueT konuyectsa npenapara NnposoAaT no popmyne (1).

Mpy NpoAO/IKMTENbHOW MeHopparun nogaepxaHve remocrasa npu 6one3un BunnebpaHpa npoBoanT-
cA nocpeacTBOM BBefeHNs hakTopa ceepTbiBaHus Kposu VIl cogepxaliero chaktop BunnebpaHga. kaxable



FOCT P 52600.1—2008

12 y (ypoBeHb thakTtopa VIII nepeq NOBTOPHOWN MHBbeKUWEN He fomkeH 6biTb Hke 40 % — 50 %) [0 nonHol
OCT@HOBKM KPOBOTEeYeHUs, Aanee — NoAfepXuBaloLas Tepanus B TeHeHNe NATU AHER C MHTepBanom 24 u.

Mpy Xenyfo4yHO-KNWEYHOM KpOBOTeUYeHUW NoAadepxaHue remocTtasa npu 6onesHn BunnebpaHga B
nepeble CyTKM NMPOBOAWTCS BBefeHneM haktopa ceepTbiBaHns kposu VIII. cogepxalero haktop BunnebpaH-
fa. kaxgble 12 u (ypoBeHb hakTopa nepej NOBTOPHOW UHBEKLMEN He f0/mKeH 6bITb Hke 80 %) [0 nonHok
OCT@HOBKM KPOBOTeYeHus, Aanee — NoAfepxuBalollas Tepanvis B TeHEHNE CEMU [HEN C MHTEpPBaNoOM 24 u.

Mpn KPOBOM3NNAHWM B FOMIOBHOW WM CMMHHOK MO3r nogjepxaHue remocTasa npu 6onesHn Bunne-
6paHAa NpoBOAMTCA NOCPeSCTBOM BBefeHMA chakTopa ceepTbiBaHna kposu VIII, cogepxalyero daktop Bun-
nebpaHpga. kaxgble 8 U (ypoBeHb dpakTopa nepej NOBTOPHOW MHbEKLMENR He fo/mKeH 6biTb HKe 80 %) fo
MOJIHO OCTAHOBKM KPOBOTEYEHUS, Aanee — NojfepxuBalollas Tepanvs B TedeHne 15 aHell ¢ MHTepBaioM
24—48 u.

Bo Bpems xupypruyeckMx BmellaTenbCTB W B NepBble [BOe CYTOK MOC/e onepauuv noggepxaHve
remocrtasa ocyliecTBaseTca nytem obecneyeHms yposHs cakropa VIl ot 80 % go 100 %, a B nocneonepaum-
OHHbI Nnepuog — 50 % A0 3aXMBEHNA paHbl. Arperauuto TPOMGOLMTOB, UHAYLMPOBAHHYIO PUCTOLETUHOM,
cneayet nogaepxusatb oT 80 % go 100 %.

Bo Bpems gnuTenbHO remocTaTnyeckoii Tepanum yposeHb haktopa VIl y naymeHTa Ha hoHe nedeHns
He fosxeH npesbiwatb 150 %. Y 60/bHbIX C BbICOKMM PUCKOM Pa3BUTUS TPOMOBOTUUYECKUX OCNTOXKHEHWI Npun
OOCTVXXEHUN HOPMANbHOIO remocTasa Ha )OHe NnevyeHus cnegyeT HaumHatb MX NpodnNakTuky Hedppakumo-
HWPOBaAHHbLIM UM HU3KOMOIEKYNSIPHBIM renapuHoM.

NmetoTca aaHHble (ypoBeHb y6eanTenbHoCcTu gokasatensctea C) 06 ahekTBHOCTY He3aMeannTenb-
HOro NPUMeHeHN npenapara anTakor-aabia (aKTMBUPOBaHHbI; NPV KPOBOUNNAHMAX B MO3T BMECTO BBEfe-
HUS haKTOpOB cBePThIBaHUS kpoBu VIII. 3nTakor anbga (aKkTMBMPOBaHHbI) BBOAWTCS B A03€ 90 MKI/KI Macchbl
Tena. Mpn He06Xo0AMMOCTM 4,03y MOXHO NMOBTOPATL Yepes Kaxble ABa Yaca [0 YEeTKOro KIMHNYEeCKOoro ynyy-
LWeHns nunn ctabunusaymm coctosHnsa 601bHOrO.

NeyeHne geTeil NPOBOAAT N0 CXEMe NleYeHNs B3POC/bIX. [py KULLEYHbIX KPOBOTEUYEHUSAX Heobxoauma
TONCTOKULLEYHAsA 3HA0CKONUS.

4.4.6 TpeboBaHMA K Ha3HaYeHW0 KOHCEPBMPOBAHHON KPOBU 4YesiloBeka M ee KOMMNOHEHTOB
yCcnoBuMAX cTaunoHapa

Tpeb6oBaHMA K Ha3HAYEHNI0 KOHCEPBUPOBAHHOM KPOBM YeloBEKA U ee KOMMNOHEHTOB B YC/IOBUSIX CTaLu-
oHapa npepcTasneHbl B Tabnumue 10.

Ta6nuuya 10— TpeboBaHUA K HA3HAYEHUIO KOHCEPBUPOBAHHON KPOBW YenoBeKa N ee KOMNOHEHTOB B YC/NOBUAX CTa-
uuoHapa

HavmeHoBaHMe KOMMOHEHTa KPOBM YacTtoTta npegocTasneHns CpepHee KOMUYeCTBO

Mna3ma cBexe3aMOpOXeHHas U3 [03bl KPOBU 0.2 10 403

4.4.7 XapakTepuUCTUKW anropMutMoB M 0COOEHHOCTEW NMPYMEHEeHUs KOHCEePBMPOBAHHOW KPOBM
4o/ioBEKA N ee KOMMOHEHTOB

B aKCTpeHHbIX cuTyaumsx, npyu oTCyTCTBUM (hakTopa cBepTbiBaHWsA Kposu VIII neveHne MoxeT NpoBOANTb-
€A CBEXEe3aMOPOXEHHON KapauTUHWU3NPOBaMHON Nna3moi (ypoBeHb ybeamTensHOCTV AokasaTenbctsa B) n3
pacueta 10 — 15 mn/kr Maccbl Tena, MHTepBan BBeAeHNa 24 4. Kputepuit ahdheKTMBHOCTM — OCTaHOBKa MK
YMeHbLUEHNE UHTEHCUBHOCTM KPOBOTEYEHUSA.

4.4.8 TpeboBaHUA K pexumy Tpyfa, oTAablxa, 1e4eHns unm peabunmtaymm

OrpaHuyeHmne U3NYecKnx Harpy3ok B Nepuof NosiBIEHNA reMmopparmyeckoro CMHApoma.

4.4.9 Tpeb6oBaHua K yxoA4y 3a nayMeHTOM v BCMOMOraTenbHbIM npoueaypam

CneuuanbHble TpeboBaHNs OTCYTCTBYIOT.

4.4.10 TpeboBaHuA K AMeTUYECKUM Ha3HAYEHUAM N OTPaHUYEHUSAM

CneyuanbHble TpeboBaHNs OTCYTCTBYIOT.

4.4.11 Oco6eHHOCTN UHC(DOPMUPOBAHHOTO AOOGPOBONBHOTO COrNacua nauneHTa npu BbIMOHE-
HUN NPOTOKONA BEAOHUA 6O/MbHLIX W AONONHUTENbHAA UHGOPMaUUA ANA NayMeHTa U Y1eHOB ero
ceMbun
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WNHopmupoBaHHoe [06pOBOIbHON corfacme nauveHT gaeT B MUCbMEHHOM Buge. [JOnoNHUTENbHYO
MHbopMaL Mo A4NA nauueHTa 1 ero 3aKoHHOro NpeacTaBuTens NpusBefeHbl B NPUAoXeHnsax B n I

4.4.12 MpaBuna W3MEHEHUs TpebGOBaHMIA Npu BbIMNOJIHEHWUM NPOTOKOAA W MpeKpaleHue
felictBusa TpeboBaHuUii NpoTokona

Mpy BbIABNEHUN MNPU3HAKOB APYroro 3abosieBaHus, Tpebyloliero npoBefeHus LUarHOCTUYEeCKUX U
neyebHbIX MEPONPUATUIA, HapAAY C NPU3HaKkamy reMmouann MeguLMHCKY0 NOMOLLb NauueHTy okasbiBalT B
COOTBETCTBUM C TpeboBaHUAMMN NPOTOKO/1A BEAEHUSA 6OMbHLIX C BbIABIEHHLIM 3a601eBaHNEM.

4.4.13 BO3MOXHble UCX04bl U UX XapakTepucTmka

Bo3moxHble ncxoabl 60n1e3Hu BunnebpaHaa npu mogenu 4 n ux xapaktepvuctuka npeactasneHbl B Tab-
nvuye 11.

Ta6nuya 11 — Bo3moxHbie ncxofbl 6onesHn BunnebpaHga npu mogenun 4 n ux xapakrepuctuka

HaumeHoBaHune YacTola OpueHTUpoBoUHoe MpeeMCTBEHHOCTb 1 3Ta/IHOCTb
nexopa passuTus. % Kpurepum u npuskakn BPEMS AOCTVDKEHNS oKasaHVsi MeAVLMHCKON MOMOLLy
ucxopa
Ynydwexune 80 MonHoe npekpaleHne KpPOBO- 24y Mepexoa K NPOTOKO/Y COOTBET-
COCTOAHMNSA TeyeHUs. ucyesHoBeHne 6oneBo- cTBylowero sa6onesaHma
ro CMHApOMa, BOCCTAHOB/EHMWE
YyHKLMM opraHa
OTcyTcTBUE 19,999 OTcyTCcTBME NpPU3HAKOB oOCTa- 24 4 Na6opaTopHbIi KOHTPO/b YPOB-
ahbpekTa HOBKW KpOBOTEYeHUsA HA akTopa VIII, puctoueTnHko-
(hakTOpHO aKkTUBHOCTW, arpera-
L1 TPOMGOLUUTOB, MHAYLUPOBaH-
HO  pUCTOLETMHOM, aHTUreHa
thaktopa Bwunnebpaupga. wuccne-
foBaHue WHru6uTopa. Mpn Hanu-
YnM  MHTMGMUTOpaA — Nepexos K
mogenu 4.5.
Mpu  OTCYTCTBUM  WMHTUGUTO-
pa — npojosixeHne remocTtaTu-
Yyeckoil Tepanuu B COOTBETCTBUM C
[aHHOW MoAenbio
Passutune 0.001 MosABneHne ocnoxHeHwnii, obyc- Ha nw6om atane Mepexo K NPOTOKONY BeAeHUsA
ATPOTreHHbIX NIOBNEHHbIX MPOBOAMMOI  Tepa- 60/1bHbIX C COOTBETCTBYIOLW UM 3a-
OCNOXHEH W nueii. Hanpumep, annepruyeckas 6o0neBaHnem

peakyms

4.4.14 CTONMOCTHblEe XapakTepucTuku NnpoTokosa
CTOMMOCTHbIE XapakTepucTukM OnpeAensioTcA CoriacHo Tpe6oBaHWAM HOPMAaTUBHbIX AOKYMEHTOB,
YTBEpPXAEeHHbIX B yCTAaHOB/IEHHOM MOPAAKE.

4.5 Mogenb nayneHTa

Hosonornyeckas hopma: 60nesHb BunnebpaHga

Craams: cocTosHue, Tpebylolee rocnutanusayum

®dasa: KpoBOTEYEHME UM KPOBOU3NUSHUE 060 Nokanmsauum

OCNOXHEHME: Ha/Mume MHIMBMTOPOB K chakTopy BunnebpaHaa nnu cakropy VI

Koa no MKB-10: D68.0

4.5.1 Kputepun v npusHaku, onpegensiowme mogens nauneHta

CocTosiHMe nauneHTa f0/XKHO YA0BNETBOPATL CAeAYIOLWNM KPUTEPUSAM U NPU3HAKaM:

- KMMHMYeckne nposiBNeHns 6one3Hn BunnebpaHfa — KPOBOTEUEHWE WM KPOBOU3NWSAHWE NGO
nokanusauuu:

- HanMume MHIIM6MUTOPOB K thakTopy Bunnebpanaga nam cakropy VIII.

4.5.2 TpeboBaHUA K 1€YEHUI0 CTalMOHapHOMY

MepeyeHb MefULMHCKUX YCNYT K IeYEeHUI0 cTauMoHapHoOMy npeacTasneH B Tabnuue 12.
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Ta6nuya 12— JleyeHne cTaymoHapHoe

Kon MY Havenosate MY pegocraanenss  sananmenns
B01.005.02 Mpuem <oCMOTP. KOHCYNbTaLMA) Bpavya-remaTosiora NOBTOPHbIN 1 3
A02.12.002 3mepeHne apTepnanbHOro faBfeHns Ha nepudepuyecknx apTepmusax 1 3
A02.10.002 M3mepeHune yactoTel cepauebueHnsa 1 3
A02.09.001 Mi3mepeHune 4acToTbl [blXxaHus 1 3
A11.05.001 B3saTue kpoBM U3 nanbua 1 2
A09.05.003 WccneposaHne ypoBHA o6Llero remornobuHa Kposu 1 2
A08.05.003 VccnepoBaHne ypoBHA 3pUTPOLLMTOB B KPOBU 1 2
A08.05.005 ViccneposaHne ypoBHA TPOM6GOLMTOB B KPOBU 1 2
A ll.12.009 B3siTue KpoBM M3 nepuepnyeckoii BeHsbl 1 2
A12.05.042 AKTUBMPOBaHHOE YacTuyHoe TpombonnacTuHosoe Bpems (AUTB) 1 2
A12.05.027 OnpepgeneHne npoTpomM6MHOBOro (TPOMGOMNACTUHOBOrO) BpeMeHuW a

KPOBU unu B Nnnasme 1 2
A09.05.194 OnpepeneHne akTuBHocTu chaktopa VI 1 2
A12.05.052 OnpepgeneHne akTUBHOCTM UHIMGUTOPOB K hakTopy VIII 1 1
A12.05.053 OnpepgeneHne akTUBHOCTU UHTMGUTOPOB K hakTopy IX 0.1 1
A11.12.003 BHyTpnBEeHHOEe BBeAEeHNE fieKapCTBEHHbIX CPefCTB 1 2
A16.04.002 TepaneBTuyeckaa acnupayms CoAepXUmMoro cyctasa 0.1 1
A16.08.006 MexaHnuyeckas ocTaHOBKa KpoBOTeYeHUA (NepefHss W 3afHAS TamnoHa-

Aa Hoca) 0.2 1
A06.04.006 PeHTreHorpadusa KoONeHHOro cyctasa 0.1 1
A06.04.004 PeHTreHorpacua nokTesoro cycrasa 0.1 1
A06.04.015 PeHnTreHorpacua nneyesoro cycrasa 0.1 1
A06.04.016 PeHTreHorpacus 6egpeHHoro cycrasa 0.1 1
A06.04.017 PeHTreHorpadua roneHoCcToONHOro cycrasa 0.1 1
A04.04.001 YnbTpa3BykoBOoe uccnejoBaHne CyctaBoB 0.1 1
A04.01.001 YnbTpa3BykoBOe UcCefoBaHne MATKUX TKaHel 0.1 1
A04.28.001 YnbTpa3sBykoBoe nccnegoBaHne novek 0.1 1
A04 28.002 YnbTpa3sBykoBoe ucciefoBaHne MOYeBOro nysbipsa 0.1 1
B03.016.06 AHanu3 mouyn o6 nii 0.1 1
B01.001.02 Mpuem (0OCMOTP, KOHCYNbTaLWSA) Bpaya-rmHeKkosora NOBTOPHbINA 0.5 1
B01.028.02 Mpuem (0CMOTP. KOHCYNbTALUA)BPAYA-OTOPUHONAPUHIONOTA NOBTOPHbI I 0.6 1
B01.053.02 Mpuem (0OCMOTP, KOHCYNbTALWUSA) Bpaya-yposora NoOBTOPHbI 0.1 1
B01.067.02 Mpuem (ocmoTp, KOHCYynbTauws) Bpava-ctomaTonora xupypra nosTop-

HbIi 0.2 1
B01.057.02 Mprem (0CMOTP, KOHCYNbTaLMA) Bpaya-xupypra noBTOPHbIA 0.5 1
B01.050.04 Mpvem (0CMOTP, KOHCYNbTauua) Bpavya-optTonesa NOBTOPHbINA 0.1 1
B01.023.02 Mpuem (0CMOTP, KOHCYNbTaLUA) Bpaya-HeBponatosora noBTOPHbIA 0.1 1
A03.19.002 PekTopomaHockonus 0.05 1
A03.18.001 ToncTokuweyHas sHA0CKONUA 0.05 1
A03.16.001 S30daroractpogyoeHocKkonus 0.1 1
A06.03.002 KomnbloTepHas Tomorpadusa rososbl 0.01 1
A05.23.002 MarHuTHoO-pe3oHaHcHasa Tomorpadus LeHTpanbHOW HEPBHOW cUCTEMbBI U

roN0BHOTO Mo3ra 0.01 1
A13.30.003 Mcuxonornyeckan agantayus 1 1
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4.5.3 XapaKTepucTuku airfopMTMOB M 0COBEHHOCTE BbINO/THEHUA HEMEANKAMEHTO3HOI NOMOLLN

Mpu npueme (ocmoTpe, KOHCYNbTaLUUKN) Bpava-remaTosiora NOBTOPHOM 1 cbope xanob 6onbHOro obpa-
LWaT BHAMaHVe Ha ahheKTVBHOCTb NPOBOAMMOl 3aMeCTUTEe/IbHON Tepanun: OCTaHOBKa WW YMeHbLUeHne
KpOBOTEYEHUS, yMeHbLUEeHe 6011, BOCCTaHOBNEHNE (DYHKLUM OpraHa, 0TMeyaloT NosiBieHne annepruyec-
KMX peakuuii, BbIABAAIOT HEOOXOAVMOCTb KOHCYbTaLMmn APYrMX CNeLmasmcToB.

OcCMOTp NPOBOAAT eXefHEBHO A0 NOJTHOW OCTaHOBKN KPOBOTEYEHUSI.

B3ATMe kpoBM U3 nanbua v 13 nepudeprnyeckoli BeHbl NPOBOAAT CTPOro HaTouiak. 3abop KpoBu Ans
uccnenoBaHna remoctasa NpoBoAAT 6€3 NCNO0Nb30BaHUSA LWNPULA U C PACMYLLEHHBIM XIYTOM, /lyylle NCnonb-
30BaTb BakyyMHble Npo6upku.

N3mepeHune apTepnanbHOro gaBneHns Ha nepueprnyecknux apTepusx, U3MepeHne 4actoTbl cepaLebm-
eHWA U AblXaHns NPOBOAAT AN OLEeHKN 06LLero COCTOAHNSA 60/1bHOrO.

WccneposaHne ypoBHa obLwero remorfiobuHa, apuTpoLmToB, TPOMOOLMTOB KPOBY NPOBOAAT NpU ANN-
Te/IbHOM KPOBOTEYEHWU AN UCK/TIYEHNA aHeMnK, TPOBOLUTONEHNN Y 60NbHOTO.

Onpegenenune aktusHocTy chaktopa VIII. nHrméutopa k chaktopy VIl n dpaktopy BunnebpaHga. aktnsm-
pPOBAHHOI0 YacTMYHOrO TPOM6OMNNACTMHOBOIO BpeMeHu (AYTB). npoTpoM6MHOBOro (TPOM60ONIACTUHOBOrO)
BPEMEHV B NiasMme, NPOBOAAT AN KOHTPONSA 3a 3PP EKTVBHOCTLIO Tepanuu.

BHyTprBeHHOe BBefeHNe (hakTOpPOB CBEPTLIBAHNA KPOBW OCYLLECTBASET MEAULMHCKWI NepcoHar.

PeHTreHorpachvio cyctaBoB NpoBOAAT NpU remapTpo3ax AN onpefeneHnss opraHnyecknx N3MeHeHui
KOCTHBIX CTPYKTYp.

YnbTpasByKkoBoe ucc/efoBaHWe CyCcTaBOB MNPOBOAAT MpU remMapTpose AN onpejeneHus obbema
U3NMBLLEICA KPOBW, COCTOAHUSA CUHOBUAbHOW 060/104KM CyCTaBa, NPM3HaKoB CAABIEHUS OKPYXarLWwmnx Tka-
Hell 1 gnA KOHTPONs 3a 3P EKTUBHOCTLIO reMocTaTU4YeCcKol Tepanuu.

TepaneBTMYECKyI0 acnmpauunio COAEePXMMOro cycTaBa NPOBOAAT NPW 60NbLINX HANPSHKEHHbIX remap-
Tpo3ax. CONPOBOXAAIOLNXCA BblpaXkeHHbIM 60/1€BbIM CUHAPOMOM BCNEACTBNE PaCTSXEHWUsA Kancysbl cycTa-
Ba W3/MBLUENCS KPOBbIO.

MexaHun4yeckyto 0CTaHOBKY KpOBOTeUYeHUs (NepeHIolo 1 3afHI00 TaMnoHay Hoca) NPOBOAAT NMPY HOCO-
BOM KpoBOTeueHuun. Mocne npekpawieHns KpoBOTEUEHNS TaMMOH OCTOPOXHO yAansioT.

YnbTpa3BykoBOe uccnefoBaHne MArkMX TKaHel NPOBOASIT C LieNblo KOHTPO/IA 3a pasmepamuy reMatoMmbl
Ha hoHe NPOBOAMMOrO NIeYEHUS.

YnbTpa3BykoBOO MCCMeAoBaHME MOYEK M MOYEBOro My3bips MPOBOAAT Y 60MbHbLIX C rematypuein npu
Nof03PEHNIN Ha NaTONOTMI0 MOY€eBbIAENUTENbHO CUCTeMbI. MNpu 3TOM 60/1bHOMY HEO6X0AMMAa KOHCYNbTaLus
Bpava-yponora.

AHanM3 Mo4M NPOBOAAT NPY HANNYMKN TeMaTypum A5 KOHTPOIA ee UHTEHCUBHOCTU Ha hOHe remocTaTy-
yeckol Tepanuu.

Mpriem (0OCMOTP, KOHCY/IbTaLNI0) Bpaya-rMHeKonora noBTOPHLI NPOBOASAT 60/1bHBIM NPY HAJTMYUUN HEKY-
nMpyemMoi MeHopparmm n KIMHNYECKNX NPU3HaKoB KPOBOU3/IMSHUS B OPraHbl Manoro Tasa.

Mprvem (OCMOTP, KOHCY/NbTaLMi0) Bpaya-OTOPMHOMNAPUHIONOra MOBTOPHbIA MPOBOAAT GO/MbHLIM NpU
HaM4nMM HOCOBOTO KPOBOTEYEHNS.

Mprem (0CMOTP, KOHCYNbTaLMI0) Bpaya-yposora nNpoBoAAT B C/yYaB remMaTypun npy Nof03pEeHMn Ha
naTofIorni MOYeBbIAEINTENbHOW CUCTEMBI.

Mprem (0OCMOTP, KOHCYNbTaLUs) Bpaya-cToMaTonora Xxvpypra noBTOpHbI HE06X0AMM 60/bHLIM C Aec-
HEBbIMW KPOBOTEYEHUAMW UM NPY MOArOTOBKE K 3KCTpakuuu 3y60B.

Mpriem (OCMOTP, KOHCYNbTaLMI0) Bpaya-xnpypra NoBTOPHbIA NPOBOASAT NPU XenyA04HO-KNLLEYHbIX KPO-
BOTEYEHMAX, O6LIMPHBIX reMaToMax, CONPOBOXAALMXCA CAABMEHNEM OKPYXaloLWUX TKaHel ANS pelleHuns
BONpoca 0 He06XO0AMMOCTU XMPYPr1MYecKoro BMeLLaTenbCTBa.

Mprem (0OCMOTP, KOHCYNbTaLMI0) Bpaya-opToneaa NOBTOPHbIA NPOBOAAT NPy O6LUMPHBLIX remapTpo3ax,
COMPOBOXAALLNXCSA NPU3HAKAMU HapYyLLEHWA NOABMKHOCTY CyCTaBOB M NPV NOAO3PEHUN HA BHYTPUCYCTaB-
Hble NepesoMbl, MPY 3TOM NPOBOANTCA PeHTreHorpacua cycrasa.

Mpriem (OCMOTP, KOHCYNbTaLMI0) Bpaya-HeBPONaToora NOBTOPHbIV NMPOBOAAT 60/bHBIM NPU HANNYWK
KIMHNYECKUX MPU3HAKOB KPOBOM3/NAHNA B TOIOBHOW WAW CMUHHOW MO3T.

330charoractTpoayofeHOCKONMIO NPOBOAAT BCEM GO/IbHBIM C XesyL04HO-KMLEeYHbIM KPOBOTEUYEHNEM.

PeKkTopoMaHOCKOMNMWIO U TONCTOKULLEYHYO 3HAO0CKONMNIO MPOBOAAT NPU NOAO03PEHNN HA KPOBOTEUEHNE U3
TOJICTOrO KWLLEYHNKA.

KomMnbloTepHyto Tomorpadunio rofnosbl U MarHUTHO-PE30HaHCHYI0 TOMOrpadvio LeHTPasibHOW HepPBHO
CUCTEMbI 1 FTOIOBHOTO MO3ra NPOBOAAT NPY NOA03PEHUN HA KPOBOWU3NIUAHWUSA B FONIOBHOW WM CIUHHOM MO3T.

Llenb NnpoBOAMMOI NCUXONOrMYECKOl agantauun 3akitvaeTca B ybexaeHuy nauneHTa B TOM:

- yTO 3ab0neBaHne HaHOCUT yLepb ero 340pOBbI0, MO3ITOMY OH HYXAAETCS B JIeUeHUN:

- 3a60/1eBaHVe He NpeLCcTaBaAAeT Yyrpo3y ero X1W3Hu Npu afekBaTHoOW Tepanuu;

23



FOCT P 52600.1—2008

- 3aboneBaHue nNprBeaeT K HE06X0AMMOCTU n3beratb 60bLINX PUINYECKNX HArPY30K 1 CUTYaLUiA, CBA-
3aHHbIX C TPABMaTU3MOM.

4.5.4 TpeboBaHUSA K TeKAPCTBEHHOI NOMOLWM cTalMOHapPHOM’
Tpeb6oBaHWA K 1eKapCcTBEHHON NOMOLLM CTaLMOHaPHOW npeacTasieHbl B Tabnmue 13.

Ta6bnuya 13— JlekapcTBeHHasa NOMOLb CcTaynoHapHas

Avatomo*
dapmako- TepaneBTuye- OpuveHTupo- OKBUBASIEHT-
p p MexayHapogHoe HenaTeHTOBaHHOe YacToTta p p
TepanesTuye- ckast BOYHAs AHEBHas Has KypcoBas
HaumeHoBaHue HasHaveHus
cKkas Tpynna XMMUyeckas posa fosa
rpynna
CpepcTBa, BAusAOLWNE HA KPOBb 1 - -
PakTopbl CBEPTbIBAHUA KPOBU 1 — -
- OkTOKOT anbda 0.95 8400 ME 16800 ME
JnTakor-anbga (akTMBUPOBAHHbIN) 0.05 7 mr 21 mr

455 XapakTepucTUKu anropuTMoB M 0COBGEHHOCTEl NPUMEHEHUA MeAnKaMeHTOB

OCHOBHbIM NPUHLMNOM KyNMPOBaHUSi reMopparnyeckux NposiBAEHU y 60/IbHbIX C HU3KUM YPOBHEM
aHTuUTenbMoro oteeTa (MeHee 5 eauHul, betesga) ABnAeTcAa CBOEBPEMEHHAs afiekBaTHasa 3amMmecTuTesibHas
Tepanua cpeAcTBamMu, B/VSAIOWMMUN Ha KPOBb, A1 YEro MUCMosb3yeTcs OKTOKOr anbda (PeKOMOUHaHTHBIN
thakTop ceepTbiBaHmsa Kposu VIII) (ypoBeHb ybeantensHocTn gokasatenscrsa C) unv Tepanus npenaparom
anTakor-anba (akTMBMPOBaHHbLINA), KOTOPbIA obecneumBaeT remocTas 3a CuyeT LWYHTPYOLWNUX nyTei
(ypoBeHb ybeauTenbHoCcTn gokasaTtensctea C).

OkTokor anbda (PeKoMOUHaHTHbIN (hakTop cBepThiBaHMSA kposu VIII) Ans 0CTaHOBKM KPOBOTEYeHWUi
BBOAUTCA B f03aX, NpeBblLaLWnX 06blYHbIE B 2 — 3 pasa.

PacueT konnuyecTsa npenapara NpoBoAAT no dpopmyne (2).

Mpy MeHopparusax. remapTpo3ax, HOCOBbIX KPOBOTEUYEHMSAX, HEGONbLUNX NMOBEPXHOCTHLIX remMaromax,
rematypun, ManblX XMpypruyeckux BMellaTenlbCTBax ypoBeHb (PakTOPOB CBOPTbIBAHUA [O0/KEH OblTb BOC-
nonHeH fo 40 % — 50 %, npu 06LWUNPHBIX reMaToMax, XenyA0YHO-KULLEYHbIX KPOBOTEUEHNAX, NHBA3NBHbIX
XMpypruyeckmx BMeLlatenscTeax (B TOM yucie ctoMmaronornyecknx) — go 60 % — 80 %. npu KpoBou3nus-
HWAX B FOJIOBHOM M CMNMHHON MO3r — A0 80 % — 100 %.

Mpy MeHopparnax. remapTpo3ax, HOCOBbIX KPOBOTEYEHUAX, HEOOMbLUMX NOBEPXHOCTHLIX remaTomMax,
rematypumn OKTOKOr anbta (pekoM6uHaHTHbIN thakTop cBepTbiBaHUA Kposu VIII) BBOAUTCS B nepBble CyTKM
Kaxable 12 4. BO3MOXHO NpoAo/MKEHMe Tepanun B TeyeHne 5 — 7 AHeil ¢ BBeAeHMEM npenapara Kaxible
24 4 [0 NpeKpalLleHnsa KpoBOTEYEHNS.

Mpy XMpypruyecknx MaronHBa3MBHbIX Y CTOMATO/IOrMYECKNX BMellaTeNbcTBax (yaaneHve oT 04HOro
[0 Tpex 3y60B) OKTOKOr anbha (PEKOMOUHAHTHBIV hakTop cBepThiBaHUA kposu VIII) BBoaguTcsa 3a 30 MUH A0
MaHUNyauuy, 3atem Kaxable 12 4 B TeyeHne nocsieonepaloHHOro neproa A0 nosiHoro 3aK1B/IEHUS paHsbl.

Mpv nogo3peHun Ha 3a6pIOLLMHHY0 remaToMy BBeAeHMe npenaparta OKToKor anbga (PeKoMOUHAHTHOro
thakTopa cBepTbiBaHMA kposu VIII) B nepBble CYyTKM NPOBOANTCA Kaxable 8 4. BO3MOXHO NpoAo/IXeHne Tepa-
nun B TeyeHne 7—10 AHel C BBeAeHNEM npenaparta kaxgsle 12 4 40 npekpalieHns KpoBOTEUYEHUS.

Mpw xenyao4HO-KULLEYHOM KPOBOTEYEHUW, NPY NOAO3PEHNN HA KPOBOU3NIMAHNE B FTO/IOBHON UM CMINH-
HOW MO3r Wy ApYrmux Xn3HeyrpoxarwLmx KpoBOTEYEHMSAX BBEAEHNe npenaparta OKTOKor anbga (pekomoéu-
HaHTHOro aktopa csepTbiBaHus kposu VIII) 4O/MKHO 6bITb HAYaTO He3ameanuTenbHO. MpenapaT BBOAUTCA
Kaxgble 8 4 B TeYeHne nepsbiX CYyTOK. BO3MOXHO NpoAo/mkeHne Tepannm 40 NOSTHOW OCTAHOBKN KpoBOTeue-
HUA B TeyeHue 15 gHel ¢ uHTepBasiom 12 u.

BmecTo BBeAeHMA npenapaTa OKTOKOr asibha (pekombrHaHTHoro chaktopa ceepTbiBaHusa kposu VIII) ans
KynMpOoBaHUs remopparmyeckoro cuHapoma npu 6onesHyn BunnebpaHga. 0CNOXHEHHOW HanMuem nHrnbutopa
K hakTopy BunnebpaHga vnm cpaktopy VIl ¢ TMTpom nHrnéutopa meHee 5 eamHuu, betesga. BO3MOXHO npume-
HeHue npenapaTta anTakor-anbga (akTVBUPOBaHHLIN) (ypoBeHb ybeauTenbHoCcTM pAokasatenbctBa C).
OfHOBPEMEHHOE Ha3HauyeHve npenaparta oKTOKOr anbda (PEKOMOUHAHTHOrO hakTopa CBepPTbIBAHUA KPOBU
VIII) n anTakor-anba (aKTMBMPOBAHHOI0) HefoNycTUMO. pu Ha3HavyeHUn anTakor-anba (akTMBUPOBAHHO-
ro) nocne BBeAeHns npenapara okToKor anbda (pekomOnHaHTHOro hakTopa ceepTbiBaHus kposu VIII) nHtep-
Ba/l MeXy BBEAEHUAMU [OSIKEH COCTaBNATb HE MeHee 24 u.
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OnTakor-anba (aKTMBMPOBaHHbIN) 06ecnevmBaeT reMocTas 3a CHeT WYHTUPYOLW WX NyTei, T.e. B 06xo4
neiictBus daktopa VIIl. locToBepHbIX 1abopaTopHbIX KpUTepmes ahhekTUBHOCTU Tepanmmn He CyLLecTByeT.
OueHka pe3ynbTaTUBHOCTU Tepanun 6a3npyeTcs Ha AOCTVKEHUU KIMHUYECKOro achdekTa.

EfVHMLA N3MepeHns akTUBHON cy6cTaHLmMy anTakor-anbga (akTMBUPOBaAHHOIO) — MUIUTPAMMBbI.

Mpu MeHopparusix anTakor-asiba (akTMBMPOBaHHbIN) BBOAUTCS B fo3e 90— 120 MKr/Kr macchl Tena,
HauuHas ¢ TpeTbero AHA KPOBOTEUEHNS A0 NOSHON ero OCTaHOBKN.

Mpy reMapTpo3ax 1 remaToMax MArkux TKaHein nevyeHne KpoBOU3NUAHWI HaUnHaeTCa HesameanuTe Nb-
HO cpa3sy nocsie MNosiBAIEHUs NepBblIX CMMNTOMOB, 3nTakor-asbda (akTMBMPOBaHHbLIN) BBOAWUTCA B [03€
90 MKr/Kr Macchl Tena kaxgple 3 4 0 NosyYeHns YeTKUX NPU3HAKOB KNMHWYECKOTO YYULLIEHNS: NCYE3HOBEHNSA
60711, BOCCTAHOB/IEHNA NOABWXHOCTU CyCTaBa, YMEHbLUEHNSA OTeka MATKMX TKaHel BOKpYr cycTaBa, YMeHb-
LIEeHNs1 pa3MepoB reMaToMbl U ee NJI0THOCTHU, BOCCTAHOB/IEHNSA NOPaXEHHOW (PYHKLMW, OCTAHOBKW KpOBOTe-
YeHus.

Mpw aKkcTpakummn 3y60B 1 MasIoOMHBa3NBHbIX ONepPaTUBHbIX BMeLllaTebCTBax anTakor-anbda (akTnenpo-
BaHHbI1) BBOAUTCA HEMOCPEACTBEHHO Nepes onepauumeii 1 cpasy nocne Hee Npu BO3HUKLIEM STlYHOYKOBOM
KpoBoTeueHun B fo3e 90 MKI/Kr C UHTEPBAIOM 2 4 (He MeHee YeTblpex BBEAEHWIA) A0 NOyHEHUS YeTKUX npu-
3HaKoOB OTCYTCTBUSA KPOBOTEYEHUSA. B criyyae BO3HVKHOBEHWSA MOC/e onepauumn peunansa KpoBoTeHeHs npe-
napar BBoAMTCS B Ao3e 90 MKI/Kr Macchl Tefla C UHTepBasioM 2 4 0 NOSIHOW OCTaHOBKU KPOBOTEYEHUS.

Mpy TpaBMax rosioBbl, MO3BOHOYHMKA, KPOBOW3NUSHUW B TO/IOBHOW WAW CMWHHOM MO3F, Xenyaou-
HO-KMLLEYHOM KPOBOTEYEHUN U APYTUX KPOBOUINNSAHUAX, YTPOXAIOLMX XU3HW NauneHTa, npy nogo3peHnn Ha
3a06pIOLLNHHYI0 remaToMy anTakor-anbda (akTMBMPOBaHHbIN) BBOANTCA B f03e 120 MKI/KI MaccCbl Tena Kax-
[ble [jBa Yaca [0 NO/IHON OCTAaHOBKN KPOBOTEUYEHWS.

OcTaHOoBKa KpOBOTEYEHUs1 Y 60JIbHbIX C BbICOKMM YPOBHEM aHTUTesNbHOro oteeta (6onee 5 eamHu,
BeTte3na) focturaeTcsa BBeAeHWEM npenapaTa antakor-anbga (aKTMBMpPOBaHHbIN) (YpOBEHb yoeanTenbHoC-
v gokasartenbctea C). [03bl 1 peXxum BBeAeHUS anTakor-anbga (akTMBMpOBaHHOI0) COOTBETCTBYIOT BBEAe-
HUIO Npenapara Npy HA3KOM TUTPe UHIMbuTopa.

NeueHve y geTeli NpOBOAMTCA MO CXEME /IeYEHNS B3POC/bIX.

4.5.6 TpeboBaHUSA K pexumy Tpyaa, oTAbiXa, 1e4eHns uam peabunurtayum

OrpaHunyerune manyecknx Harpy3ok. He Ha3HauaTb npenapaTbl aHTMarpernpyroLwero AelicTeus.

45.7 TpeboBaHua K yXxoay 3a naunmeHTOM 1 BCMOMOraTe/ibHbIM npoueaypam

CneuuasnbHble TpeboBaHUA OTCYTCTBYIOT.

4.5.8 TpeboBaHNA K AMETUYECKMM Ha3HAYEHUSM U OFpaHUYEHUsAM

CneuuasnbHble TpeboBaHNA OTCYTCTBYIOT.

459 OcobeHHOCTN MHGpOPMMPOBAHHOTO J06POBOMLHOIO COrlacusa nauneHTa nNpu BbINOJHE-
HWW NPOTOKONa BefeHNsa 60NbHbIX U AONONHUTENIbHAA MHOPMaLUa AN nayneHTa u ero 3aKoHHOro
npeacrasuTens

WNHopmmpoBaHHoe f06pOBONbHOE cOrflacne nauueHT AaeT B NMUCbMEHHOM BuAe. [lononHuTenbHas
MHopMauma ANA nauneHTa n ero 3akoOHHOro NpefcTaBuTens npusefeHa B NPUIoXeHnsax B u .

4.5.10 MNpaBuna W3MEHEHUs TpebGOBaHWIi Npu BbIMNOJIHEHWUM NPOTOKOAA W MpeKpaleHue
pelictBusa TpeboBaHWin NnpoTokona

Mpu BbIABMEHUN MPU3HAKOB ApPYroro 3abonesaHus, Tpebyoullero nposefeHus ANarHOCTUYECKUX W
neyebHbIX MEPONPUATUIA, HapaAy € NpU3HaKaMn reMouany MegnLMHCKY0 NOMOLLb NauveHTy oka3blBaloT B
COOTBETCTBMM C TpeboBaHMAMU NPOTOKONa BeAeHWUs O60/bHbIX C BbISIBIEHHbIM 3aboneBaHnMem Wan
CVYHAPOMOM.

4.5.11 BO3MOXHble UCXOAbl N NX XapaKTepucTuka

Bo3moxHble ncxofbl 60n1e3Hn BunnebpaHga npu mogenu 5 n ux xapakrepuctuka npefcrassieHs! B Tab-
nvue 14.

Ta6nuya 14 — Bo3MOXHble ucxoabl 6one3Hn BunnebpaHga npu mogenu 5 n nx xapakrepucrtuka

OpueHTUpoBoYHOEe  [PEeMCTBEHHOCTb Y 3TanMacTb
HaumeHoBaHune YacToTta

o Kputepuu n npusHaku BpeMsA AOCTUXEHUS oKasaHWs MeULVHCKOM
nexoga passuTus, %
nexoga, 4 NOMOLLM
YnyydweHune 86 MNpekpauieHne KpOBOTeYEHUA, WUC- 24 MpoaonxeHne no moge-
COCTOAHUSA 4Ye3HOBEHWE HEeBPOIOTNYECKOW CUM- nn 4.5

nTOMaTuKN. OTCYTCTBME GOSIEBOTO U
KOMNPECCUOHHOTO CUHAPOMOB, BOC-
cTaHoB/MEeHMe (PYHKLUM opraHa
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OkoHuaHue Tabnuubl 14

OpVeHTMPOBOYHOE [peemMCTBEHHOCTb U 3TanHOCTb

HaumeHoBaHne YacToTa o
o Kputepun 1 npusHaku BpeMs [OCTMKEHNA oKasaHns MeULNHCKO
necxoda passutua. %
nexoaa, u nomoLyn
OTcyTcTBUE 11.999 OTCyTCTBME KAUHUYECKUX MPU3Ha- 24 MpoposxeHne no mope-
aphekTa KOB OCTAHOBKM KpPOBOTEYEHMUA, coxpa- M 4.5 ¢ u3meHeHnem fA03bl
HeHune 60neBoro cuHgpoma, 1N pexuma BBeAeHUs npena-
HapacTaHWsa CUMNTOMOB CAaB/ieHUA patos
oKpyXaloLWnx opraHoB v TkaHel
Passutue 0.001 MosiBNeHne OCNOXHEeHU, 06ycnoBs- MoxeT  BO3HU- Mepexop K NpoTOKONY Be-
ATPOreHHbIX NeHHbIX NPOBOAWMOW Tepanuei, Ha- kaTb Ha 1060M [eHua 60NbHbIX C COOTBET-
OC/TOXHEHMNI’ npumep. passutue [BC-cuHgpoma. aTane neyeHus cTBylOWUM 3a6oneBaHnem

nHdapkta Muokapga, OCTpblii TpPOM-
603 1 (Mnun) am6onus, annepruyeckas
peakuuns

4.5.12 CTOMMOCTHble XapaKTepuCcTUKN nNpoToKona

CTOMMOCTHbIE XapakTepuUCTWKMN ONpPeAensitoTCA COornacHo TpeGoBaHUSIM HOPMATUBHbLIX [LOKYMEHTOB,
YTBEPXAEHHbIX B YCTAHOB/IEHHOM MOPSAKE.

5 Ipapmyeckoe, cxemaTnyeckoe u TabnuyHoe npegcrtaB/ieHne NpPoToKoNa

He npeaycMoTpeHo.

6 MoHUTOpUpOBaHMe npoTokona

6.1 KpuTepuu u MeToAosIorUsi MOHUTOPUHTA U OLeHKN 3P EKTUBHOCTU BbINOJIHEHUSI MPOTOKOIA

MoHMTOpMpOBaHWe NPOBOANTCA Ha Bcell Tepputopun Poccuiickoli ®eaepaLuu.

YupexgeHne, 0TBETCTBEHHOE 38 MOHMTOPUPOBAaHKE AAaHHOT0 NPOTOKO/1A, Ha3HAYaKT B yCTAHOB/IEHHOM
nopsigke.

MepeyeHb MEAULMHCKUX YUPEXAEHWIA, B KOTOPbIX NPOBOAAT MOHUTOPMPOBAHMNE HACTOSILLEr0 NPOTOKO-
na. onpegensiet yupexgeHve, oTBETCTBEHHOE 32 MOHUTOPUPOBAHNE HACTOSILLErO NPOTOKoNa. MeanumnHekme
yUpeXaeHUst UH(OPMUPYIOT O BKIIOUYEHNN B NEPeYeHb N0 MOHUTOPUPOBAHUID NPOTOKO/A NMUCbMEHHO.

MoHuTOpMpOBaHMe NPOTOKOa BK/OYaeT B cebs:

- c6op MHopMaLmm 0 BeAeHUN NaLMeHToB ¢ 60ne3Hblo BunnebpaHga B MeANLMHCKAX OpraHn3aumsax
BCEX YPOBHE(1;

- aHann3 Nony4YeHHbIX AaHHbIX;

- coCTaB/ieHMe oTYeTa O pe3y/ibTartax NPOBEAEHHOr0 aHaNn3a,;

- NpefcTaBfieHne oTyeTa B PefepanbHblii OpraH UCNOMHUTENBHON BNACTH.

MNcXo4HbIMW faHHBIMU NPY MOHUTOPUPOBAHUN ABAAIOTCA:

- MefMUMHCKas AOKyMeHTauMa — kapTbl nauueHTa (CM. npunoxexue [);

- Tapubl HA MEULMHCKIUE YCNyTy;

- Tapudbl Ha lekapcTBeHHble NpenapaTbl.

Mpn HEO6X0AMMOCTH NP MOHUTOPUPOBAHMM MPOTOKOA MOTYT BbITb UCNO/Ib30BaHbI UCTOPUU GONE3HMU,
am6ynaTopHble KapTbl NALMeHTOB, cTpajatLmx 60ne3Hbio BunnebpaHia v NHble LOKYMEHTbI.

KapTbl nauymeHTa (CM. Npunoxexue [1) 3anoHAI0T B MEANLMHCKUX YUPEXAEHNSAX, onpeaeneHHbIX nepey-
HEeM Mo MOHUTOPVPOBAHUIO. eXXeKBapTa/lbHO B Te4EHUe noc/efoBaTesnbHbIX 10 AHel TpeTbell Aekagbl Kaxao-
ro nepBoro mMecsiya ksaptana (Hanpumep, ¢ 21 no 30 stHBaps) U NepefarT B yupexaeHne, OTBETCTBEHHOE 3a
MOHWTOPMUPOBaHKE. He No3AHee YeM Yepes 2 HefeIn NOoCc/e OKOHYaHUS YKa3aHHOro cpoka.

OT60p KapT, BKIOYAEMbIX B aHaNN3, OCyLL,eCTBAAIOT METOL0M C/yyaliHoi BbIGopK/. Yncno aHanmanpy-
eMbIX KapT AO/MKHO GbITb HEe MeHee 50 B rog.

B aHanu3upyeMble B NpoLecce MOHUTOPUHIA NOKa3aTen BXOAAT; KPUTEPUN BKIIOUEHUS U NCKOYEHNSA
13 NPOTOKOMA, NepeyHr MeLULUHCKUX YCNyr 0653aTeNlbHOro U AONOSIHUTENIbHOTO aCCOPTUMEHTA, NEpPeyHn
NeKapCTBEHHbIX CPeACTB 06A3aTe/IbHOr0 1 A0MNOMHUTEIbHOTO accopTUMEHTa, ucxoabl 3aboneBaHus, CTou-
MOCTb BbINO/THEHUSI MEMULMHCKOM NOMOLLM NO NPOTOKONY W Ap.
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6.2 MpuHUMNBLI paHgomMusaunm
B HacTosLLLEM NPOTOKO/IE paHAoMM3aums (eYebHbIX yUpexaeHnii, naLMeHToB U T. [.) He NpedyCcMOoTpeHa.

6.3 MopAAOoK OLEHKN U LOKYMEHTMPOBAHMSA NOGOUYHbBIX 3P EKTOB U PA3BUTUS OCNIOXKHEHUI

MHdopmaLmio 0 No60UHbIX 3PMEKTAX U OC/TOKHEHUSX, BOSHUKLINX B NPOLLECCE AUATHOCTUKN GOJbHBIX,
perucTpupytoT B kapTe nayueHTa (CM. NnpunoxeHve ).

6.4 TpomexyTouHasi oueHKa 1 BHECEHUE U3MEHEHU B NPOTOKON

OueHKY BbINOSIHEHUS NPOTOKO/1a MPOBOAST OAVH pa3 B rof No pesynbTaTaM aHasnm3a CBefeHuid, nosny-
YEHHbIX MPU MOHUTOPUPOBAHUM.

BHeceHWe M3MEHEHWi1 B MPOTOKO/ NPOBOAAT B C/lyyae noslydyeHns UHhopmaLmmy npu nonyyeHnmn yoeam-
TeNIbHbIX JaHHbIX 0 HE0GXOAMMOCTN N3MEHEHUI A Tpe6GoBaHWil NPOTOKOa 06513aTENIbHOTO YPOBHS.

6.5 MNopafok UCKNOYEHUA nauneHTa U3 MOHUTOPUHIa

MauueHTa CuUMTaloT BK/KYEHHBIM B MOHUTOPUPOBAHME MPU 3aMOfIHEHUM HA Hero KapTbl nauueHTa
(cM. npunoxeHve [1). VicknoyeHme U3 MOHMTOPUPOBAHUS NMPOBOAUTCSA B C/lydyae HEBO3MOXHOCTU MPOAOIIKE-
HUS 3aMOJIHEHNS KapTbl (HanNpuMep, HesiBKa Ha BpayeGHbIi npuem u ap.).

B 3TOM c/lyuyae KapTy Hanpas/sioT B yupexaeHue, OTBETCTBEHHOE 32 MOHUTOPUPOBAHKE. C OTMETKOM 0
NPUYMHE UCKIIOYEHNSI NALMEHTA U3 MPOTOKONA.

6.6 MapamMeTpbl OLEHKN KauecTBa XWU3HW NPU BbINOMIHEHUMN NPOTOKONA
OueHKy KauecTBa XM3HM nauyueHTa ¢ 60/1e3Hbl0 BunnebpaHaa npy BbINOMHEHWU MPOTOKOIA OCYyLLe-

CTBNAKOT C NoMoLbio onpocHuka EQ-5D (European Quality of Life Instrument) (npunoxeHne E). Oduunans-
Hbll caliT — http://gsl.q4matics.com/EuroqolPublishWeb/

6.7 OueHka CTOMMOCTW BbIMO/IHEHNA NPOTOKONA U LeHbl KayecTBa

KNAMHMKO-3KOHOMWYECKNI aHaNn3 NpPOBOAAT COracHO TpeboBaHMSAM HOPMAaTVBHbIX LOKYMEHTOB, Npu-
HATBIX B YCTAHOB/IEHHOM MOpSAAKe.

6.8 CpaBHeHUe pe3ynbTaToB

Mpy MOHWTOPMPOBaHUM NPOTOKONA €XEerofHO NPOBOAAT CpaBHEHWE pe3y/bTaToB BbINONHEHUs Tpebo-
BaHWIi NPOTOKONA, CTAaTUCTUYECKUX flaHHbIX (3a60n1eBaemMocTn), nokasarenei AeATelbHOCTA MeULMHCKUX
yupexaeHuii.

6.9 Mopsagok popmupoBaHna oTyeTa

B exerogHblin oTHeT 0 pe3ynbTaTtax MOHUTOPMPOBAHUS BKNIOYAKOT KO/IMYECTBEHHbIE pe3yibTaTbl, Nony-
YeHHble npu pa3paboTke MeAWMLMHCKMX KapT, W WMX KauyeCTBEHHbI/i aHanus3, BbIBOAbl, NPeAIOXKeHnUs Mo
aKkTyanusauum npoTokona.

OTueT npeactaBnseT B efepasbHblii OpraH MCNOMHUTENbHON BNacTu yupexaeHune, oTBETCTBEHHOE 3a
MOHMTOPUPOBaHNE HACTOSLLEro NpoTokona. MaTepuanbl oTYeTa XpaHATCA He MeHee 5 neT. PesynbTaThl
oTyeTa MOryT 6bITb ONYy6/MKOBaHbLI B OTKPLITOV neyarw.
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MpunoxeHune A
(cnpaBo4HoOE)

YHUUuMpoBaHHas LWKana oueHkn y6enTenbHOCTU f0Ka3aTenbCTB Lenecoo6pasHocTu
NPUMEHEHUS MEAULUHCKUX TEXHONOTUIA

YHncuunposaHHas LWkKana OLEeHKN BKOYaeT a cebs:

- ypoBeHb y6eanTeNbHOCTU foKa3aTenbcTBa A — fokasaTenbcTBa y6eauTe NbHbl: €CTb Beckue AokasaTenbcTBa
npejnaraemMoro yTBepxzaeHus;

- YPOBeHb y6eAUTeNnbHOCTN [oKa3aTenbcTBa B — oTHOCMTeNbHAaA y6eanTeNbHOCTb [0Ka3aTenbCTB: ecThb focTa-
TOYHO J0Ka3aTenbCTB B NO/b3Y TOr0, YTOGLI PEKOMEH/[0BAaTb JaHHOe NpeAnoXeHune;

- ypoBeHb y6eanTenbHOCTHN foka3aTenbcTBa C — [0CTATOUYHbIX AOKa3aTeNbCTB HeT: UMEKLWUXCA JoKa3aTenbCcTB
HeoCTaTOYHO /1 BbIHECEHUS peKoMeHJaLun, Ho pekoMeHaaLun MoryT 6biTb AaHbl C yYeTOM UHbIX 0GCTOSTENbLCTB;

- ypoBeHb y6eanTeNbHOCTU AoKasaTenbcTBa D — A0CTATOYHO OTpULaTeNbHbIX AOKa3aTeNbCTB: UMeeTCcs gocTa-
TOYHO f0Ka3aTenbCTB A/A TOro, YTO6bl PeKOMeHA0BaTb 0TKa3aTbCA OT MPUMEHEHNA AaHHOTO NeKapCTBEHHOTo cpeAcTBa
B KOHKPETHOW cuTyauuu.

- ypoBeHb yb6eauTenbHOCTU fAokasaTenscTBa E — Beckue oTpuuatesibHble fJoka3aTenbCTBa: €CTb A0OCTATOYHO
y6eanTenbHble AokasaTeNbCTBa 418 TOTO, YTOGbl UCK/IOUYNTL /leKAPCTBEHHOE CPefCTBO UMW MeTOANKY U3 peKkoMeHpa-
unit.
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MpunoxeHune b

(cnpaBouHoe)

Tunbl 60ne3Hn BunnebpaHga

Ta6nnuya Al — AuddepeHunpoBaHne Tunos 6onesnn BunnebpaHga

Twn,'nogTun
60ne3Hn
BunnebpaHga

2A

2B

2M

2N

Mpokoarynamrmas
aKTVBHOCTb
cpakTopa VI

CHumxeHa
CHuxeHa nnu
Hopma
CHuxXeHa unm
HOopMa
CHuxeHa nnu

Hopma

CHMxeHa 3Ha-
YNTEeNbHO

CHMxeHa 3Ha-
YnTeNbHO

AHTUTEMn hakTopa PucToueTumkodak-
Bunne6paHga  TapHasi akTMBHOCTb

CHuxXeH CHunxeHa

CHMWKeH wnnn CHuxeHa
HopMma YNTEeNbHO

CHMWKeH wunm CHuxeHa
HopMa Hopma

CHMmXeH wunm CHuxeHa
HOpMa YNTENbHO
Hopma Hopma

3Ha-

nnun

3Ha-

Pe3Ko cHuxeH OTcyTcTBYyeT

Arperauns TpomM60LMTOB, "
peray P H MynbTUMEPHBIi aHanu3

VHAYLMpOBaHHas
AYLMP hakTopa Bunnebparga
pucToLEeTUMOM
CHMXeHa nnu Hopma MynbTumMepHas CTPYyK-
Typa He HapylleHa
OTCYTCTBYET WU CHU- OTCcyTCTBYIOT 60/b-
XEHO wme n cpegHue opmbl

MoBbiWeHa Npu HU3KMX  OTCYTCTBYWT  6O/b-
KOHLEHTpaumsax pucTo- Lwue opmbl

uetTnHa
CHMXeHa nnum Hopma MynbTumepHas CTpykK-
Typa He HapylieHa
Hopma MynbTumepHasa CTpyk-
Typa He HapylleHa
OTcyTcTBYeET OTcyTcTBYEeT MOJIHOC-

TblO
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MpunoxeHue B
(cnpaBo4HOe)

MamsaTka 60n1bHOMY 60/1€3Hbl0 BunnebpaHga

BonesHb BunnebpaHpga npepctaBnsieT co6oii HacneAacTBeHHOe 3abosieBaHWe cUCTeMbl remocTasa, KoTopoe
XxapakTepusyeTcs BO3HUKHOBEHMEM KPOBOTEYEHWI pas3InyHO NoKann3auum kak CnoOHTaHHbIX, Tak 1 nocne TpaBM BCle-
ACTBME KONMYECTBEHHOIO NN KAYeCTBEHHOTO HapyLlWeHna cCuHTesa daktopa BunnebpaHpga.

bonesHblo BunnebpaHpga cTpajalT Kak MYXYWHbl, Tak W XEHWMWHbl. Y4YnTblBaA ayTOCOMHO-AOMWHAHTHbIA TuN
Hacnefo0BaHUsA, reHeTUYeCKUii puck Ans notomcTea coctaBnseT 50 % He3aBUCUMO OT nosna nnoja.

Femopparnyecknit CHHAPOM MOXeT NPOSBNAATLCA YXe B JeTCKOM Bo3pacTe U xapakTepu3yeTca 4acTbiMU U NPOJ0N-
XUTENbHbIMW HOCOBbIMWN KPOBOTEYEHUAMM, NOAKOXHBIMN KPOBOU3NUAHUAMU. Y HEKOTOPbIX 6OIbHBIX BO3HUKAIOT remap-
TPO3bl KPYMHbIX CYyCTaBOB W TeMaTOMbl. Y XEHLWMWH — 06UNbHble MaTO4YHble KpoBOTe4YeHWs. HocoBble, [ecHeBble
KPOBOTEYEHWNA BO3HMKAKT CMOHTAHHO UM Nocne He6oNbWOi TpaBMbl. KpOBOTEYEHUSA MOryT BO3HWKaTb Noc/ie npoBeje-
HWUS onepaTUBHbIX BMelaTeNbCTB

Han6onee xapakTepHbIM 1 cneuuduyeckum cuMnToMom npu 6onesnn BunnebpaHpa SBNATCA KPOBOTEUEHNA N3
CNN3NCTBIX MNOSIOCTK pTa, HOCA, BHYTPEHHUX OpraHoB. CUMNTOMbI KPOBOTOUYMBOCTU BapbUPYOT OT YMEPEHHO BblpaXeH-
HbIX 10 KpaiiHe TsXenblX.

CBoeBpeMeHHOe MOMHOLEeHHOe cneyndmnyeckoe neyenne 6onesnn BunnebpaHaa no3sonseT 0CTAHOBUTb KPOBO-
TeyeHue ¥ NpeoOTBPATUTL Pas3BUTME OCNOXHEHNA. FNaBHOoe — GbICTPO HavyaTb SleveHue.

Ana 6onbHOro 6onesHblo Bunne6paHja BaxHo NocTosAsHHOe HabnoaeHne y Bpada. CneayeT NOMHUTb, YTO BO3HUK-
wee KpOBOTEUEHME ycuamBaeTcsa nocne 2 — 3 4 nocse TpaBMbl. OTOro 4OCTaTOYHO, 4TO6LI 60NbHOI Ha 4OMY BBEN afek-
BaTHYI0 03y KOHLEHTpaTOB AedULUTHbIX (hakTOPOB 1 06paTU/ICA K NevalyemMy Bpady.

Hukoraa He cnefyeT NpMHUMATL acNUpUH U Apyrue npenapartsl, coAgepxalyne aueTuncaauumnoByo KNCIOTY, OHU
MOryT CpoBOLMPOBAaTL KPpOBOTEUEHMe. Beerga cnepyeT 06CyxAaTb C BpayoM-reMaTtonoromMm HasHaueHus gpyrux sBpadeit.

N36eraiiTe BHYTPUMbILIEYHbIX UHbEKUWIA. peanoYTUTeNbHEee BBEAEHNE N1IeKapCTB BHYTPUBEHHO. PN BHYTPUKOX-
HOM MM NOAKOXHOM BBEAEHWN npenapaTtoB HEOGXOAMMO eXeJHEeBHO OCMATPUBaTh MecTa UHbEeKLUNI N NpW BbISBNEHNN
OTKNOHEeHWi o6paTuTbCcs k Bpadyy. Ecnu Bam npepcTouT npodunaktuyeckas npuBUBKa — NocoBeTyiiTecb C apa-
4OM-TeMaTosiorom.

Beperute 3y6bl, yxaxuBaliTe 3a NonoCTbi0 pTa W nepuogunyeckm Habnwpgaintecb y ctomartonora. Yganexue
3y60B — npoueaypa TpaBMaTUyHas W MOXeT Bbi3BaTb CU/IbHOE KPOBOTEUYEHMeE.

Hayuutecb nonb3oBaTbCcsA nNpenapaTaMut 4151 MECTHON OCTAHOBKM KPOBOTeYEHWA. MNP BOSHUKHOBEHNN HEGObLINX
ccafiVH, LapanuH, nope3os Bbl cMoxeTe camu cebe okazaTb NEPBYI0 NOMOLLb, & B OTAE/IbHbIX C/Ty4asiXx M OCTAHOBUTbL KPO-
BOTEYeHHue.

Bcerpga HocuTe Ha uenoyke nnum 6pacnerte nHdopmaynio o ceoeil 60n1e3Hn, 4TO6bI NPU HECHACTHOM ciyvyae OKpy-
Xawlune Bac n0An MOrAn Nerko ysHaTb 0 Heil.
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MpunoxexHune
(cnpaBouHoe)

MamATka 4Nna 3aKOHHOTO npeacTaBuTens pebeHka, 601bHOro 60n1e3Hbi0 BunnobpaHaa

BonesHb BunnebpaHpga npepctaBnsieT co6oit HacneacTBeHHoe 3a6oneBaHMe cUCTEMbl remocTasa, KoTopoe
XapakTepn3yeTcs BO3HWKHOBEHWEM KPOBOTEYEHUI pasNMyHOi oKann3auum Kak CnoHTaHHbIX, Tak U nocae TpaBM Bce-
[ACTBME KONMYECTBEHHOTO UM KAYECTBEHHOTO HapyLleHUs cuHTesa gaktopa BunnebpaHaa.

BonesHbio Bunne6paHpa cTpajatoT Kak MYXUYUHbI, Tak M XKEHLWWHbI. YUnTbiBas 0CO6EHHOCTU Hac/NeA0BaHNSA, reHe-
TUYecKkunii puck Ans noTomcTea coctaenseT 50 % He3aBWCMMO OT nona nnoja.

3a6oneBaHne xapakTepulyeTcsi BO3HUKHOBEHWEM KPOBOW3NUSHWI W ANUTENbHbIX KPOBOTEYEHWU pasnuuyHoi
nokanusauun. OHN ABNSATCA CNEACTBUEM TPaABM, faxe MUHUMaNbHbIX. Hepeako NpuynMHa octaeTcsi HEM3BECTHOM, TOT-
[ia NPUHATO TOBOPUTH O CMOHTAHHOM KPOBOTEYEHUW WU KPOBOU3NUAHUM.

Han6onee yacteiMu npu 60ne3Hn BunnebpaHga ABNATCA KPOBOTEUYEHWUA N3 CAM3UCTLIX NONOCTY PTa. HOCA, BHYT-
PEHHUX OpraHoB (Y XeHLWMNWH — MaToYHble KpoBOTEeUYEeHUs). CUMNTOMbI KPOBOTOUMBOCTW BapbMpPyOT OT YMEPEHHO Bbipa-
XEHHbIX 10 KpailHe TsHKenbiX.

CBoeBpeMeHHas AMarHocTuka u NosHOLeHHoe cneyndnyeckoe 1eYeHne No3BONAT OCTAHOBUTbL KPOBOTEYEHMUE 1
npeAoTBpaTUTb pPasBUTUE OCMOXHEHWIA. FTNaBHoe — GbICTPO HayaTb flevyeHne. MoOCKONbKY NpaBunbHas OLeHka COoCTos-
HusA pe6eHka TpebyeT KBaNU(PULMPOBAHHOIO cneunanncTa, BaXHO nocne okasaHus nNepBoil remocTaTMyeckoin mnomoLLmn
Kak MOXHO GblcTpee NPOKOHCY/IbTUPOBATLCSA C BPAYOM.

MockoNbKy HEKOTOPbIE IeKapPCTBEHHbIE NMpenapaTbl BAWSIOT HA CUCTEMY CBEPTbIBAHUA KPOBU, He aaBaliTe geTsam
MeAuKaMeHTbl, He MPOKOHCYNbTUPOBABWMUCH CO CBOMM BpayoM. W36eraiiTe BHYTPUMbIWEYHbIX WHBbEKUUA. OpHako
NOMHUTE, YTO NpohnNaKkTUyeckne NPUBUBKN BaXKHbl AN5 BalWUX AeTel He MeHbLe, YeM AN 0cTaNbHbiX. OCOBEHHO BaX-
HO NMPUBUTL BaluWX geTei oT renatuta B u A,

Cnepute 3a TeM. 4ToGbl pe6eHOK T aTeslbHO yxaxuBan 3a NoaocTbio pTa U 3yb6amu, Tak Kak yganeHue 3y60B
MOXEeT NPUBECTMN K TXENOMY KpOBOTEUEHWID. HayunTecb NoNb3oBaTbCA NpenapaTamMmu 415 MeCTHOW 0CTaHOBKU KpoBOTe-
YeHWii. YTo6bl okazaTb pe6eHKy NepBy0 NOMOLLb.

CoxpaHATb B TailHe nHopmMauuio o AuarHose pebeHka — Balle HeoTbeMnemoe npaeo. OgHako Ans 6e3onacHoc-
TM UHDOpMUPYyiiTEe 0 AnarHo3e N HeO6XOAMMbBIX Mepax BCeX NuL,. KOTOpPble MOryT ocTaBaTbCs HaeAuHe C pe6GeHKoOM unu
6yAyT yyacTBOBaTb a €ro akTUBHbIX Urpax B Bale OTCYTCTBME. DTO NO3BOMUT U36eXaTb TAXKENbIX OCNOXHEHUA.

Cnefute 3a TeM. 4To6bl pebeHOK BCcerga HOCMA Ha Lenoyke nnu 6pacnete nHdopmalmio o ceoeli 60ne3nn. 310
NOMOXEeT OKpYXalwWum Npu HECYACTHOM C/lyyaB /ierko y3HaTb 0 3a60/1eBaHuu.
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MpunoxeHue [
(cnpaBo4HOe)

dopma KapTbl naymeHTa

KapTta nayneHta
VcTopusi 6onesnn Ne
HaumeHoBaHve yupexaeHus
Oata: Hayano HabnwaeHna OKOHYaHue HabnwaeHnsa
damununa, nHuumnans Bo3pacT
[narHo3 ocHoBHOI
ConyTcTBylowne 3abonesaHuns:
Mogenb naymeHTa.

O6bem oKa3aHHOI HenekapCTBEHHON MeANLMNHCKOVW noMoLmn

Ko, meanumHcKoi o Ormerka o
HavmeHoBaHWe MeaWNLMHCKOW ycnyru BbINOMHEHUN
ycnyru (kpaTHOCTb)
AnarHoctuka
A01.31.009 C60p aHamMHe3a 1 xanob o6uieTepaneBTUYECKNiA
A01.31.010 BusyanbHblii OCMOTp ob6LLeTEpaneBTUUYECKuNiA
A01.31.011 Manbnauuna obwetepaneBTuyBCKas
A11.12.009 B3ATue KpoBU N3 nepudepuyeckoli BeHbl
A12.0S.042 AKTMBUpPOBaHHOE YacTuyHoe TpombonnactuHoaoe spemsa (AUTB)
A12.05.027 OnpegeneHve NpoTpomM6uHOBOro (TPOM6GONIACTUHOBOrO) BPEMEHW B KPOBU UK B
nnasme
A09.05.194 OnpepenexHne akTuBHocTn chaktopa VIl
A09.05.193 OnpepgeneHne akTuBHocTu thaktopa IX
A12.05.052 OnpegeneHve akTUBHOCTW UHIMG6MTOpPOB K chakTopy VIII
A12.05.053 OnpegeneHve akTUBHOCTU UHTMGMTOPOB K hakTopy IX
A12.05.017 WNccneposaHue arperauum Tpom6ounToB
A09.05.227 WNccnepoBaHue ypoBHA aHTUreHa paktopa BunnebpaHga
A12.05.038 WNccnepoBaHue akTUBHOCTU U CBOWCTB (hakTopa BunnebpaHaa B KpoBu

A12.05.038.001 OnpepgeneHve aktopa BunnebpaHga B Tpomboumntax

A12.05.038.002 AHanus mynbTumepos daktopa BunnebpaHga B nnasme

A12.05.038.003 KonnaremcBssblBawWmii Tect

A12.05.038.004 Cneundmnyecknii Tect cnocobHocTn hakTopa BunnebpaHga cesasbiBaTh haktop VI
B01.001.01 Mpuem (OCMOTP, KOHCY/NbTaUUsA) Bpaya-ruHeKon0ra NepBuYHbIii

B01.028.01 Mpuem (oCMOTP, KOHCYNbTalLUA) Bpaya-oTOPMHOMAPUHIONOTa NEPBUYHbIN
A11.05.001 B3aTue kpoBu 13 nansua

A08.05.0Q3 NccneposaHne ypoBHA 3puUTPOLUTOB B KPOBK

A08.05.005 VccneposaHne ypoBHA TPOMGOLMTOB B KPOBU

A09.05.003 NccneposaHue ypoBHA obuero remorno6uHa Kposu
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Koa MY

A04.20.001
A03.20.003

B01.005.02
A02.12.001
A02.09.001
A02.12.002
A02.01.001
A06.04.016
A04.04.001
A06.04.017
B01.001.02
B01.028.02
B01.067.02
B01.053.02
B01.023.02
B01.057.02
B01.050.02
A11.12.009
A11.12.003
A04.01.001
A04.20.001
A04.28.001
A04.28.002
A05.23.002

A11.05.001
A08.05.003
A08.05.005
A09.05.003
B03.016.06
A06.03.006
A09.05.194
A12.05.038
A12.05.042
A12.05.027

A12.0S.053
A12.05.017
A16.04.002
A16.08.006
A03.16.001

FOCT P 52600.1—2008

OTtmeTKa 0
HaunmeHoBaHne MY BbIMOSTHEHUN

(kpaTHOCTb)

YnbTpassykoBoe UccrnefjoBaHne MaTku 1 npuaaTkos

Fvctepockonus

NeyeHune

Mpuem (ocMOTp, KOHCYNbTaLMA) apaya-remartonora NOBTOPHbINA

WccneposaHne nynbca

N3mepeHne 4acToTbl AblXaHUA

N3mepeHne apTepnanbHOro AasB/ieHUsa Ha nepudepnyecknx apTepusx

N3mepeHne maccbl Tena

PeHTreHorpadgumsa 6egpeHHOro cyctasa

YnbTpassykoBoe uUccnefoBaHne CycTaBoB

PeHTreHorpadus roneHocTonHoro cycrasa

Mpnem (0CMOTP, KOHCYNbTaLMA) apada-ruHeKonora NOBTOPHbIV

Mpnem (0OCMOTP-KOHCY/bTaLMUA Bpaya-oTOPUHONAPUHION0ra) NOBTOPHbIN

Mpuem (ocMOTP, KOHCYNbTaLMWA) Bpaya-cToMaTonora Xxmpypra noBTOPHbIi

Mpuem (ocMOTp, KOHCYNbTaLMA) apadya-yponora NOBTOPHbIA

Mpuem (ocmMOTP, KOHCYNbTaLKUA) Bpaya-HeBPOIOra NOBTOPHbIA

Mpuem (ocMOTpP, KOHCYNbTaALMA) Bpaya-xmpypra noBTOPHbI

Mpuem (ocmMOTP, KOHCYNbTaLMA) apaya-opToneaa NMOBTOPHbIA

B3siTue KpoBu M3 nepudepnyeckoin BeHbl

BHyTpuBEHHOE BBE/JEeHNE NIEKapCTBEHHbIX CPe/CTB

YnbTpasByKkoBOe WCCne0BaHue MATKUX TKaHel

YnbTpassykoBoe UccrnejoBaHne maTkn 1 npuaaTkos

YnbTpasBykoBoe ucciefoBaHne novek

YnbTpa3BykoBoe McCCnejoBaHNe MOYEBOro Nysbips

MarHuTHo-pe3oHaHcHas Tomorpadusa LeHTpanbHOW HEPBHOW CUCTEMbI U TONOBHOTO

mMo3sra

B3aTue kpoBu U3 nansua

MccnepoBaHue ypoBHA 3pUTPOLUTOB B KPOBU

MccnepoBaHne ypoBHA TPOMGOLMTOB B KPOBU

WccnepoBaHue ypoBHA 06Wero remorno6uHa Kposu

AHann3 Mouun o6 mnii

PeHTreHorpagusa Bcero yepena B 0A4HON 1 6onee npoekunax
OnpegeneHne aktTuBHocTu caktopa VIl

WccnepoBaHue akTUBHOCTM U CBOICTB dhakTopa BunnebpaHga B kKpoBu
AKTUBMPOBaAHHOE YacTU4yHoe TpombonnactuHosoe spemsa (AUTB)

OnpepeneHne NpoTpoM6MHOBOro (TPOoM60NNAcTUHOBOIO) BPEMEHW B KPOBU WU B

nnasme

OnpepgeneHne akTUBHOCTU UHIMGUTOPOB K hakTopy IX

WccnepoBaHue arperayunn TpoM6oLuToB

TepaneBTuueckas acnupayus cofepxumoro cyctaea

MexaHuyeckass OCTaHOBKa KPOBOTEUEHMA (NepefHss U 3afHAs TamnoHaja Hoca)

330charoracTpoayogeHockonus
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OTmeTka 0
Kog MY HavmeHoBaHne MY BbINO/IHEHNN
(KpaTHOCTb)
A03.18.001 ToncTokuweyHas aHAoCKoNUsA
A13.30.003 lMcuxonornyeckaa agantayus
A09.05.227 NccnepoBaHne ypoBHS aHTureHa aktopa BunnebpaHga
A12.05.052 OnpepgeneHne akTUBHOCTW UHIMGUTOPOB K dhakTopy VIII
A06.03.002 KomnbloTepHas Tomorpadus ronossbl
A06.04.006 PeHTreHorpacuns koneHHoro cycraea
A06.04.004 PeHTreHorpacusa nokTeBoro cycrasa
A06.04.015 PeHTreHorpacus nneyesoro cycrtasa
A2S.05.001 HasHauyeHue nekapcTBeHHO! Tepanuu npu 3a601eBaHNAX CUCTEMbI OPraHOB KPOBET-
BOPEHUA U KPOBU
A03.20.003 Mmctepockonus
A01.05.001 C6op aHaMHe3a 1 xanob npu 601e3HsAX OpraHOB KPOBETBOPEHUSA W KPOBM
A01.05.002 BusyanbHoe uccnegosaHune npu 601e3HAX OpraHoB KPOBETBOPEHUA U KPOBU
A01.05.003 Manbnayna npu 601e3HAX OPraHoOB KPOBETBOPEHUSA U KPOBU
A02.10.002 M3mepeHune yacToThl cepauebreHns
A03.19.002 PekTopomaHockonus
NlekapcTBeHHan NOMOLWb (ykasaTb NPpUMeEHAEMbIi npenapar):
JlekapCTBEHHbIE OCMOXHEHUA (YKa3aTb NPOABAEHUA):
HanmeHoBaHWe npenapaTa, WX Bbi3BaBLUErO:
Ncxopd (no knaccudukaTopy Mcxonos):
WNHdopmayna o nauneHTe nepejaHa B yupexaeHue, MOHUTOPUPYOLULEE NPOTOKON:
(HaMmeHoBaHWe yupexaeHus) (nara)
Mognuck nuua, oTBETCTBEHHOTO 38 MOHUTOPMPOBAHWE MPOTOKONA B MEAULUHCKOM YUPEXAEHUN.
MonHOTa BbINONHEHUS 0643aTe/IbHOT0 NepeyYHs HeMeANKaMEHTO3HO nomoLm Oa Het MpumevaHne
BbiNoNHEHNE CPOKOB OKa3aHNa MeANLUHCKUX YyCNyr Oa Het
MonHoTa BbINONHEHUS 0653aTeNIbHOTO NepeyYHs NeKapcTBEHHOrO accopTUMeHTa fa Het
CooTBeTcTBME NeyeHns TpebosaHnam MNpoTokona No cpokam/mpoAoIKUTENBHOCTH fa Het
KommeHTapuu:
(nata) (nognuce)
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MpunoxeHne E
(cnpaBoyHOE)

OnpocHuk EQ-50
(European Quality of Life Instrument)
(hnp://gsl.g4rnatics.com/EuroqolPublishWeb/)

[aHHbIi ONPOCHUK HaNpaB/ieH Ha BbisiB/IeHNE Ballero OTHOLWEHUSt K CBOEMY 3/J0pOBbi0. B onpocHnke nepevncne-
Hbl pas/iMyHble COCTOAHUS 3[0POBbSA, B KOTOPbIX MOXeTe HaxoAUTbCA Bbl. Mbl npocM Bac oTMeTUTb, HACKOMbKO 3T
COCTOSHMA GbINN 6bl TSHKENbl 4N Bac NMYHO. B faHHOM ONPOCHUKe HeT NpaBW/bHbIX UMW HEMPAaBUIbHbIX OTBETOB: HAaC
MHTepecyeT TONbKO Balle 1M4YHOE MHEHue.

Mpexpe BCero, Mbl NpocuM Bac oLeHUTb CBOE COCTOSIHME 340POBbA Ha CErofHs.

Huxe AaHOo NsiTb BONPOCOB, HAMPAaB/IEHHbIX HA OL,EHKY COCTOSIHUS Ballero 340poBbs. OTBeYas Ha Kax/blii Bonpoc,
rasoukoii B kBajpaTuke cneBa oTMeTbTe, Kakoil U3 BapMaHTOB Nlyylle BCEro ONUCbIBAET Balle COCTOAHNE 3J0POBbs CEro-
[HA (OTMeTbTe TO/IbKO OAUH MYHKT).

MepeaBuxeHne B NpocTpaHCcTBe

O Y MeHs HeT npo6nem ¢ nepejBuMXeHNeM B NPOCTPAHCTBE.

O Y MeHs ecTb HekoTopble Npo6iieMbl C NepeABMKEHNEM B NPOCTPaHCTBE.
O £ npukoBaH K KpoBaTu.

CamoobecnyxuBaHue

O Y MeHs HeT npob6nem ¢ camoo6CnyXuBaHnem.

O Y MeHsl eCTb HEKOTOpble NPo6GieMbl NPU MbITbe UMW Of€BAHUN.

O £ He MOry caMm MbITbCA WU OfEeBaTbCA.

MoBceAHeBHAs aKTUBHOCTb

O Y MeHs HeT npo6nem c BbINONHEHNEM MOBCeAHEBHbIX Aen (pa6oTa, yueba, foMalHne aena, cemeliHble
0653aHHOCTN, MpOBe/JeHne gocyra).

O Y MeHsi eCTb HEKOTOPble NPO6AEMbI C BbINO/THEHUEM NOBCEAHEBHbIX Aef.
O ¢ He MOry BbINMOMHATbL NMOBCEAHEBHbIE Aena.

Bonb v anckomcopT

O $ He yyBCTBYI 601u 1 gnckomgopTta

[0 Y MeHs ecTb ceilyac Hebobwan 60nb UNKU AUCKOMAOPT.

O MeHa my4yaeT 6071b UAN AUCKOMMOPT.

TpeBora n genpeccus

O $ He YyBCTBYI TPEBOIW W AE€NPECCUN.

O Y MeHAa ecTb celivac HeGonblasa Tpesora Unu genpeccus.

0 Y MeHA ecTb BblpaXeHHas Tpesora uaun genpeccus.

Bawe cocTossHNe 340pOBbSA CErofHA MO CPABHEHNIO C TEM. KAKUM OHO 661710 rog Hasapg:

0O Yny4wunnocs.
0O He usMeHunocs.

O YXy4wunocs.
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[Ona TOro, 4tobbl MO K * OLEHWTb CBOE COCTOSIHWME 340-
paeblyd, Mbl K3AKXUaNU LWKAMY, HAaUTUUULLLLYA TapuamaTtp,
Ha nuii4*jfl wunyyum Kk» BOMKTUTES HACTOSIHWUI 340P0SIM
cugHmBBMITOM a 100 6annoB, a Havxyglwee, anopoa Bbl TOMb-
KO MakeTa cebe npeacTasnTb, oLeHnsaeTca B 0 6annos.

OTmeTbTe, TKXX/yiiaTa, Ha vkana, Ha ownbio 6annos
Bbl oueHnBaeTe CBOe COCTOSiHWME 340p0Bbs cerogHs. Cae-
naiTe «To, COEAUHUB KBaApaTWK CreBa CO LUKasioW nuHuel
Ha TOM YPOBHW, LW MNPbI/i OOOTBAMKYBIT BMLWMYKKAWI MMM
3[10POBbS.

Baue
COCTOsIHME
3/0pOBbS
Ha TekyLLWit
MOMEHT
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MpunoxeHne X
(cnpaBoyHOE)

MHopMmpoBaHHOe cornacme 601bHOM0 Ha NpoBegeHne NpPonMAaKTUYECKOro nevyeHus

A. ,
(Pamunusa, nmsa. 0T4ecTBo)

corfaceH Ha ydactue B nporpamme npoduaakTU4eckoro /neyYeHus KOoHLeHTpaTamu (hakTOpoB CBEpPTbIBAHWA KPOBW.
O BO3MOXHbIX NOGOYHBIX peakunax n pesynbTatax nedyeHua npegynpexgeH(a). O Heo6xoaumocTn cobnwaaTe rpaduk
HabnogeHna n nabopaTopHbix 06cnefoBaHunii npegynpexaeH.

A1 Bnajel TeXHWKOW BEHONYHKLMI N BBEAEHWUA npenaparta Wan roToB NPONTU Kypc 06y4YeHUA BbllleyKa3aHHON Tex-

HUKO B .

$1 cornaceH, 4To Moe yyacTve B nMporpamMme NpodunakTUYECKOro fleyeHUs HaknajbiBaeT Ha MeHA cnefywolune
o6A3aHHOCTU:

- NPOX0AUTbL BCe Heo6XxoaumMble nabopaTopHble o6cnefoBaHns;

- npothunakTuyeckoe fieyeHne NPoOBOAUTL CTPOTO NO PEeKOMEeHAalLmMmM Bpava.

- @XeMecsAYHO 3anofiHATb U chaBaTb NPOTOKONbI BHYTPUBEHHOrO BBeEHUS haKTOPOB CBEPTbIBAHUS KPOBMU.

B cnyyae HacTynneHWsi OCNOXHEHWA WA OTCYTCTBMA KAUHWYecKoro adpdpekTa HemeAneHHo ob6palwartb-

CcA B

paboTalLlwmnii KpYrnocyTo4HO.

B cnyyae HeBbINONHEHWA MOWX o6A3aHHOCTel, BpayebHbIX pekomMeHAauunii nnu obcnefoBaHuii moe yvactue B
nporpammMe npocunakTuyeckoro neyeHuns 6yaeTt npekpaiyeHo.

(nognucek)

* HaumeHoBaHue, agpec 1 TenedoH MeAULNHCKON opraHu3anmuu.
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MpunoxeHne N
(cnpaBouHOE)

Lo6poBoabHOE MHDOPMUPOBAHHOE corlacme 3aKOHHOTO NpeacTaBuTens pebeHka,
60n1bHOTO 60N€e3HbI0 BunnobpaHaa, Ha npoBeAeHne NpodunIakTUUYECKOro n1eveHuns

[®amnnus, umsa. oT4ecTBO, CTENEeHb POACTBA UMK CTaTyc)

cornaceH Ha yyactue mMoero pe6eHka a nporpamMme npodnuIakTU4eckoro

NleyeHns KoHUeHTpaTaMu (PakTopoB CBepTbiBaHWA KpoBMW. O BO3MOXHbIX MOGOUHBIX peakuusix U pesynbTaTax nevyeHus
npegynpexgeH(a). O Heo6xoAMMOCTU cobnaate rpaduk HabnwgeHusa n nabopaTopHbix o6cnenoBaHnii npegynpex-

AeHa).
A UMel BO3MOXHOCTb BBOAUTbL 3TOT Mpenapar No MecTy XWUTefnbCTBa U 03HaKkomeu(a) c npaBunaMmu ero Beege-

HUA.
A nHthopmuposaH(a) o He06XO0AUMOCTH.
- CBOEBPEMEHHO NPOXOAUTL BCe HeobXxoAuMble nabopaTopHblie o6cnefoBaHuUA.

- NpodhuNakTMUeckoe fieyeHne NPoBOAUTL CTPOTO MO PEKOMEHAALNMU Bpaya;
- @XEeMeCAUYHO 3anoNIHATb U cAaBaTbh NPOTOKO/bI BHYTPUBEHHOIO BBEAEHUS (DaKTOPOB CBEPThIBAHUSA KPOBMU.

B cnyyae HacTynneHWs OCNOXHEHUA WnM OTCYTCTBUA KAMHW4Yeckoro adppekta HemepneHHo obpauwiatbcs B

pa6oTalLWwmnii KpYrnocyTo4Ho.
1 MHpopMupoBaH(a). 4TO B C/lly4yae HEBbIMOMHEHNA 3TUX TpeboBaHWii UMeeTCcA 3HAUYUTENbHbIA pUCK pasBuTUa y

MOero pebeHkKa TAXEeNblX 0CNOXHEHUNA.

(noanuce)

* HanmeHoBaHue, agpec v TenedoH MeANLUHCKOA opraHusanuu.
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MpunoxeHue K
(cnpaBouHoe)

[o6poBONbHOE NHOPMUPOBAHHOE cornacue 60/1IbHOTO Ha NPoOBeAeHNe AOMALLHEro Ne4oHus

A. )
(Pamunus, uMsA. 0THeCTBO)

cornaceH Ha yyacTve B NnporpamMme AOMAallHero ne4eHns KOHUeHTpaTaMun hakTopoB CBEPTbIBAHUA KPOBU. O BO3MOXHbIX
no6oYHbIX peakyusax u pesynbTatax nevyeHus npegynpexgem(a). O Heo6xognumocTun cobnwgaTb rpaduk HabnwaeHnsa n
na6opaTopHbix 06cnefoBaHnii npegynpexaeH(a).

A Bnajel TeXHWKOW BEHOMYHKUWI 1 BBEAEHWUA npenaparta Wan roToB NPONTU Kypc 06yYeHUA BbilleyKa3aHHON Tex-

HUKOI a

Sl cornacex, 4To Moe yyacTve B nporpaMMe AOMALIHETO IeYeHUs HakNabiBaeT HA MeHs criefylol e 06593aHHOCTH:
- MPOX0ANTL BCe HEOBXOANMbIE abopaTopHbie 06C/ef0BaHUSA:

- npodhunakTUYeckoe neveHne NPOBOAUTL CTPOrO NO peKOMeHAaunn Bpava.

- @XEMeCsYHO 3ano/HATL U cAaBaTbh NPOTOKO/bI BHYTPUBEHHOTO BBEAEHMUS (DaKTOPOB CBEPTbIBAHUS KPOBU.

B cnyuae HacTynneHus OCNOXHEHUA unnn OTCYTCTBUA KAUHMYECKOro addekrta, HeMefNeHHO o6pamaTban

pa6oTawLWwnii KPyrnocyTo4Ho.
B cnyyae HeBbIMO/MIHEHNA MOUX 06A3aHHOCTell, Bpaue6GHbIX pekoMeHfauunii nam o6cnepoBaHunii moe yyactue B

nporpamme fomallHero nevyeHus 6ygeT npekpawjeHo.

(noanwuce)

* HaumeHoBaHue, agpec n TenedoH MeAULNHCKON opraHu3anmuu.
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MpunoxeHune

n

(cnpaBouHOE)

MpOoTOKON BHYTPUBEHHOTO BBEAEHNS PaKTOPOB CBEPTbIBAHUA KPOBU (Npumep)

NMPOTOKON

BHYTPMBEHHOTO BBEAEHNS (PAKTOPOB CBEPTLIBAHUSA KPOBM

damunua.mHnumans 601bHOTO

AaTta ooxpeHus Ten.
Jata un
JHatan BDeMs! HavmeHoBaHne
Bpemsi Xapaktep 060CcTpeHus P npenapara.
BBEAEHUs
o6ocTpeHus cepus
KOHLeHTpaTa
01.01.01 Hocosoe kpoBoTe- 01.01.01
14.45 YyeHune 15.00

Mognuce nayneHTa

40

3a 200 roga

(kr)

Macca

AvnarHos

KnuHunueckuii adpcpekt (Bpemsi
HaCTYNNEHUs YNyYLLeHUs 1 ero
NPOSIBNEHNS — YMEHbLUEHNE
6011, 06BEMA KPOBOU3NUAHNA

n pP-)

Mopgnuceb
60/1bHOrO

ME
thakTopa

2 x 500 15.45 — npekpalyieHune Kpo-

BOTEeYeHusa

Mognuce nevauwero spava

BHUMAHWUE!
BBOAUTbL KOHLEHTpaTbl (PAKTOPOB CBEPTbIBAHUS KPOBU
Heo6xo4MMO B CAMOM Hayasie KpOBOU3NNAHUA!



MpunoxeHne M
(cnpaBouHoe)
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®opmMa nacnopTa nauueHTa c 60n1e3Hbl0 BunnebpaHaa

MacnopT nauyneHTa ¢ 60ne3Hb0 BunnebpaHpga

damnnunsa

Nmsa

OTyecTBO

o 40 ©

o poxpeHus

Jom. agpec

Ten.

Bnageney HacTosllero AoKymMeHTa cTpagaeT

MOHVKEHHOV CBEPTLIBAEMOCTbH0 KpOBY,
nonydvaet BHYTPUBEHHbIE VHBEKLMN
npenapatamyi KpOBW.

Mpn Hem MOryT GbiTb  MeAMLMHCKME

npenapartbl U UHCTPYMEHTbI A/11 BHYTPUBEHHOIO
BBEAEHWS aHTUreMOoU/bHbIX NpenapaTos.
[ata Bblgaun
CpoK AelicTBUSA: 6eccpouHo
Moanuce Bpaya

HaumeHoBaHve 1 nevatb MeaMLMHCKON
opraHu3auuu

TPEBYETCA CPOYHAA MEONLINMHCKAA
MOMOLLb.
HE/Nb3A NMPUMEHATb ACMNPUH
HENb3A JENATb BHYTPUMbIWEYHbBIE
VMHBEKUNW
Mpocum okasblBaTb BCAYECKOE
cogelicTtBue!

Tun 6one3Hn BunnebpaHga

YpoBeHb hakTopa

Pesyc-aktop

pynna kposwu

Hannume nHrnéumtopa
MNP HECYACTHOM CNYYAE
OKCTPEHHO

obecneunThb BHYTpPUBEHHOE
nepenueaHne aHTUreMoUIbHbIX
npenaparos

[AOCTaBuTb B 61Mxaliwyo
MeANLMHCKY0 opraHu3ayunio
(Bcerga npeanoyTUTEsIeH NepeBos
60NbHOrO B Cneunann3npoBaHHyO
KIMHWKY)

NMO3BOHNTbL NO TenN..

0N 3KCTPEHHOI MeANLMHCKOA
KOHCybTauum

MACIMOPT
6onbHoro BONME3HbLIO
BUNNEBPAHOA
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Bubnunorpadusa

[1]

10-ro nepecmoTpa (MK6-10) (BcemupHasa opraHusauma sgpasooxpaHeHusn. 1994)

@

cuiickoin depgepaynn. 2004)

YAK 616-08:006.354 OKC 11.160 P24

MexayHapogHas cratucTudeckas knaccudukayums 6o0nesHell, TpaBM U COCTOSIHWN, BAWSIOWMX HA 340POBbLE.

HomeHknatypapa6oTu ycnyr B 3jpaBooxpaHeHnn (MUHNCTEPCTBO 34paBOOXPAHEHNS 1 COLMANbHOTO pasBnTnsa Poc-

OKI 94 4000

KntoueBble cnoBa: NpoTOKO/bI BefeHus 60/bHbIX, 60/1€3Hb BMnne6paH,u,a. MoAesnb nauneHta, ouarHoCTuka,

neyeHve, MeauLHCKAE YCyru

Pepgaktop O.A. CtosnHoHekas
TexHUYeckuii pefakTop H.C. FpuwaHosa
KoppekTop B.1. BopoHuyosa
KomnbloTepHas BepcTka /1.A Kpyrosoi

CpaHo B Habop 29.12.2008. Mopgnucaxo B nevats 18.02.2009. dopmar 60 x8 4  Bymara odceTHas.

MeuaTb ogpceTHas.
oryn «CTAHOAPTANDOPM», 123995 Mocksa. MpaHaTHbIi nep., 4

www.gosbnio.ru T'0@ gostinfo.ru
Ha6paHo Bo ®I'YMN «CTAHOAPTUN®OPM» Ha M3BM.

Yen. neu. q.5,12.  Yu.-uag. A. 4.50. Tupax 1163K3. 3ak. 95.

FapHuTypa Apuan.

OTneyvataHo o punuane ®ryn «CTAHOAPTUNPOPM» — Tun. «MockoBckuii nevaTHuk», 105062 Mocksa. /1snuH nep . 8.
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