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HAUMWOHANBbHBLIA CTAHOAPT POCCUUCKOW @GEREPALUMN

MpoTokon BeAeHNA 60NbLHBLIX
BONE3Hb BUNNEBPAHOA

Protocol for patient’'s management. Von Willebrand’s disease

Oata BBegeHna — 2009—09—01

1 O6nactTb NpUMeHeHus

HacTtosiyuin ctaHgapT ycraHaBnMBaeT BUAbLI, 06beM 1 nokasatenu kadectsa MeauUUHCKOW NOMOLLU
rpaxgaHam npu 6onesHn BunnebpaHpa.

HacTtoswuin ctaHgapT npegHasHayveH Anst npuMeHeHus MeauLUnHCKUMKU opraHusaunaMu n ydpexaeHn-
MU cbeaepanbHEBIX, TEPPUTOPUANBbHBIX U MyHALMNANBHBIX OPraHoB ynpasneHusa 3apaBooXpaHeHneM, cuc-
TeM ob6as3atenbHOro U A0BGPOBOMBHOMO  MEOULMHCKOrO  CTPaxoBaHuA, ApYruMnu  MeaUUUHCKUMU
opraHusaunsaMmn pasnnyHbIX opraH3aLUMOHHO-NPaBOBLIX (hOpM AeATENbHOCTU, HAaNPaBeHHOW Ha OKasaHune
MeANLWUHCKON MOMOLLIN.

2 HopmaTuBHbIe CCbISIKK

B HacTosiLleM cTaHAapTe MCnofb3oBaHa HOPMATUBHAA CCbiflka Ha crieayloLwmiA cTaHaapT:
FOCT P 52600.0—2006 TMpoTokonbl BeaeHUA 60nbHbIX. Obwue nonoxeHus

MpumeyaHune—Ipy NONb30OBaHUN HACTOSIWMM CTAHAAPTOM LenecoobpasHo NPOBEPUTL AEWCTBUE CChINOY-
HbIX CTAHAAPTOB B MHPOPMALMOHHOW CUCTEME OOLLEro NONb30BaHUs — Ha oduumanbHom cavite degepanbHOro areHT-
CTBa MO TEXHNYECKOMY PEryrIMPOBaHMIO U METPOINOrMK B CETU MHTEPHET MNK NO €XEerogHo n3gasaemMomy MHPOPMaLUOHHO-
My ykasaTento «HaumoHanbHble CTaHAapTbi», KOTOPbIM onybnnkoBaH No COCTOAHWIO HA 1 AHBaps TEKyLLero roga, U no
COOTBETCTBYIOLLMM EXEMECSHYHO M3gaBaeMbiM MHOOPMaLMOHHBLIM ykasaTtensm, ony6nukoBaHHeIM B TekyLiem rogy. Ecnm
CCbINOYHbIV AOKYMEHT 3aMeHeH (U3MeHeH ), TO Npu NMoNb30BaHUM HACTOSILLMM CTAaHAAPTOM CneayeT pyKOBOACTBOBAaTLCA 3a-
MEHsIIoWMM (M3MEeHeHHbIM) CTangapToM. ECnu cebinoYHbIli JOKYMEHT OTMEHEH 6e3 3ameHbl, TO NOMoXeHne, B KOTOPOM Aa-
Ha CCbIfIKa Ha Hero, MPUMEHSETCS B YacTW, He 3aTparvBaioLLen 3Ty CCbIMKY.

3 O6wue nonoxeHus

MpoTokon BeaeHUs 6onbHbIX «BonesHs BunnebpaHaa» paspaboTaH AN pelleHns cneayowmx 3aaay:

- onpeaeneHnsa crnekTpa AnarHoCTUYEcKUX U neve6HbIX YCnyr, oKasbiBaeMblX NauneHTam ¢ 6onesHbo
BunnebpaHaa;

- YCTaHOBMNEHNS eAUHbIX TPeBOBaHWUI K NOPSAKY ANarHOCTUKU U NleveHus naumMeHToB ¢ 6onesHbo Bun-
nebparaa;

- onpeaeneHns anropuTMOB AUArHOCTUKA 1 NeveHna 6onesHn BunnebpaHaa;

- YHADUKALMM pacyeToB CTOMMOCTU MeaULMHCKOM MoMOLUK, paspaboTki 6a3oBbIX NporpaMM obssa-
TeNbHOro MeAMLMHCKOro CTpaxoBaHUsa U TapudoB Ha MeaULIMHCKUE YCIYTA U ONTUMU3aL/MN CUCTEMbI B3aUMO-
pacyeToB Mexay TeppuTopUsSIMM 3a OKasaHHY nauueHTam ¢ 6onesHblo BunnebGpaHga MeauUMHCKYHO
MoMOLLb;

- bOPMUPOBAHMS NNLEH3NOHHBIX TPEBOBaHWUIA 1 YCIOBUIA OCYLLECTBNEHNA MeQULMHCKON AeATeNbHOCTY;

- onpeaeneHns popMynApHLIX cTaTel NekapCTBeHHbLIX CPeAcTB, MPUMEHAEMbIX Ans NeveHns 6onesHu
BunnebpaHaa;

UzpaHve ocmumansHoe
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- OCyLecTBNeHUs KOHTpPonsl 06bEeMOB, AOCTYMHOCTU U Ka4yecTBa MeANLMHCKOW NOMOLLN, OKasbiBaeMOMn
nauMeHTy B MEQULIMHCKOM YupeXaeHUM B paMKax rocyaapCTBeHHbIX rapaHTuil obecneyeHus rpaxaaH 6ec-
naaTHOW MeAULIMHCKON NOMOLLbIO.

B HacTosiwem cTaHaapTe Ucnonb3yeTcs yHUpUUMpoBaHHaa wKkana oLueHkM ybeauTenbHOCTU Aokasa-
TenbCTB NPUMEHEeHUs1 MeANLMHCKUX TEeXHOMOrMn 1 aaHHbiX B cootsetcTum ¢ NOCT P 52600.0 (npunoxe-
Hue A).

3.1 Knaccudmkauusa 6onesHun BunnebpaHga

BonesHb Bunnebpanaa npeacrasnsieT coboi HacneAcTBeHHoe 3aborneBaHWe cCUCTEMBbI remMocTasa,
XapaKTepusylolleecsi KONTMYECTBEHHBIM UM Ka4eCTBEHHBLIM HapyLLleHMeM cuHTe3a cakTopa Bunnebpanaa.

Kop BonesHu Bunnebpanga no MexxayHapoaHon knaccudukauum 6onesHein, TpaBm U COCTOSIHUA, BNA-
sowux Ha 3gopoBbe, 10-ro nepecmotpa (MKB-10) [1] — D68.0.

PacnpocTtpaHeHHocTb 6onesHu Bunnebpanaa coctasnset 1 % — 2 % B nonynsiuun. BonesHs Bunne-
6paHaa HacnegyeTcs No ayTOCOMHO-OOMUHAHTHOMY UMM @y TOCOMHO-PELLeCCUBHOMY NPU3HAKY, B 3aBUCUMOC-
TV OT TUNa 3aboneBaHus.

eH pakTopa BunnebpaHga pacnonoXeH Ha KOPOTKOM Mieve 12-XpoOMOCOMbI, COAEPXKUT 52 3K30Ha.
UHdopmaumonHas PHK koaupyeT nonunenTtuaHyto Lenb ns 2 813 aMMHOKUCTIOTHBLIX OCTaTKOB, KOTopas npea-
ctaBnsieT cobon benok — npeawectBeHHUK dakTopa BunnebpaHaa, nogseprawwuiics B aHOoNNasMaTu-
YeCcKOM peTUKyrnioMe nepBoHavyanbHONM rMUKONU3aLumn U gumepusaunun.

Mocne oTwenneHus curHanbHOro nenTuaa us 22 aMMHOKUCIIOTHBLIX OCTaTKOB 06pasyeTcs npo-cakTop
BunnebpaHaa. Nocneayiowue npouecchl MynbTUMepusaL M cnocobcTByOT 06pa3oBaHUIO 3pernon Moneky-
nbl pakTopa Bunnebpanaa.

CuHTes cbakropa BunnebpaHga npoucxoauT B 3HAOTENUM COCYAOB 1 B MerakapvouuTax. B Tpomboum-
Tax ¢paktop BunnebpaHga xpaHuTca B a-rpaHynax. U3 aHgotenus npoucxogut 75 % — 85 % uupkynupyio-
wero ¢akTopa Bunnebpanga, 3 merakapmouutoB — 15 % — 25 %.

B y4yacTkax noBpexaeHusi CocyamcTon cteHku caktop BunnebpaHga BbINONHSAET ponb cOeAMHEHUS
Mexay cybaHgoTenuanbHbIMU CTPYKTYPaMu U peLienTopoM rMKoNpoTenHom |b Ha membpaHe TpomMBoLmMTOB.
Peuentop Ha membpaHe TpomMboLuMToB rnunkonpoTteunH lb/llla nmeet mecTo Ans cesA3biBaHUA ¢ hakTopom Bun-
nebpaHaa. daktop Bunnebpanaa obecneunsaet ctabunsHocTb thaktopa VIII.

BblgensitoT Tpu OCHOBHBIX TUNa 6onesHn BunnebpaHaa.

1-i TMN oBycnoBneH YacTUYHLIM KonNUYecTBeHHbIM Aeduuntom dakropa BunnebpaHga. Mpu aTom
MyMbTUMepHas CTPYKTypa ero coxpaHeHa. MeeTtcs cHuXkeHue npokoarynsiHTHon aktueHocTu caktopa VI,
arperauuy TpoMGoLMTOB, MHOYLMPOBAHHON PUCTOLIETUHOM, PUCTOLLETUHKOAKTOPHOW aKTUBHOCTW, aHTUreHa
cakTopa Bunnebpanaa. Yactota gaHHol copmel coctaBnsieT ot 75 % Ao 80 % Bcex cnyyaes 6onesHn Bun-
nebpanga. HacnegosaHue ayTOCOMHO-AOMUHAHTHOE.

2-i1 TUN 06yCnoBMeH KayecTBEHHbIMU U3MeHeHMsIMU hakTopa Bunnebpanaa, cBA3aHHBEIMU C Hapylue-
HMeM bopMUpOoBaHUS MyNbTUMEPOB U NogpasaensieTcs Ha noatunel: 24, 2B, 2M, 2N.

deHoTuN noagTuna 2A aBNsAeTCA pe3ynbTaToM HapyLleHUs ABYX pasfnyHbIX MeXaHN3MoB: AedeKTa CUH-
Te3a BbICOKOMOEKYSIPHBIX MYNTbTUMEPOB U NOBbILWEHUst NpoTeonusa cdakTopa Bunnebparga. Mpu nogatu-
ne 2B oTMevaeTcs NoBLILLEHHOE cpoAcTBO chakTopa Bunnebparaa k peLentopy Ha MmemBpaHe TpombounToB
rankonpoTeunHy lb.

Moartun 2M xapakTepusyeTcs HapylueHuem cBA3un chakTopa BunnebpaHaa ¢ peLenTopoMm riamkonpoTeu-
HOM |b Ha MemGpaHe TPoMBOLUTOB.

MoaTun 2N xapakTepunsyeTcs HopMarbHbEIM YPOBHEM hakTopa BunnebpaHaa v HU3KOW NpoKoarynsiH-
THOW aKTMBHOCTbIO, YTO 0BycrnoBneHo HapyleHnem ceasu daktopa VI u daktopa BunnebpaHaa.

HacneposaHue 6ones3Hn Bunnebparaa 2-ro Tuna ayToCOMHO-40OMUHAHTHOE, 32 UCKIIOYEHMeM NoaTuna
2N, roe oHo peleccuBHoe. YacToTa BCcTpeyaeMocTu AaHHbIX popmM cocTaBnsieT oT 5 % Ao 15 % scex cnyvaes
6ones3Hn BunnebpaHaa.

3- TMN — HanGonee Tsxxenas gpopMa ¢ nonHelM aeduumTom daktopa Bunnebpanaa. 3T1a dopma
XapakTepusyeTcsi oTcyTcTBUEM bakTopa Bunnebparnga B nnasme, TpomboLMTax 1 cocyancTon cTeHke. Ypo-
BeHb dakTopa VIII Hmke 10 %. HacnegosaHvwe — ayTocoMHo-peLieccuBHoe. 3abonesaHne NposiBiseTcs y
rOMO3UroT C OANHAKOBBIMU AeeKTHbIMI annensamMmn Unmn ABONHBLIX reTepo3nroT ¢ ABYMS pasfuyHbIMU Aedek-
THBEIMU annenamu. Y nauuMeHToB ¢ 3-M TUMOM MMeeTCs BEPOSITHOCTb MOSIBIEHUS annoaHTUTen K dakTopy
Bunnebpanaa. YacTtoTta BcTpevyaemocTu 3abonesaHus 3-ro Tuna 6onesHu Bunnebpanaa meHee 5 %.

Kpome Toro, cyllecTtsyeT TpombounTapHblil TN 6oneaHn BunnebpaHaa, koTopblidi 06ycnoBneH MyTa-
unen B reHe TpoMGoLUTapHOro peLenTopa rnukenpoTenHa |b, BcreacTBMe KOTOPOA MOBLILLAETCH YyBCTBU-
TenbHOCTb AaHHOro peLienTopa K BbICOKOMOMNEKYNAPHBIM MyfbTuMepam daktopa BunnebpaHga. deHoTun
aHanorn4veH noatuny 2B.
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Mpuo6peTeHHbI cuHapom BunnebpaHaa onpegenseTca y NauMeHToB ¢ ayTOUMMYHHbIMU, MuMdconpo-
nudepaTMBHBIMU 3a60neBaHUAMK, 06yCnNoBNeH NosBNeHNeM MHrMbuTopa npotus dpaktopa Bunnebpaxaa, a
TaKkke KavecTBeHHbIMMN aHomanuamn dpaktopa VIl B ceasu ¢ agcopbumein BbICOKOMONEKYSISPHbIX MyNbTUMe-
poB naTonoruveckumun Genkamu.

AkTuBHOCTb hakTopa VIl BapbupyeT B 06weit nonynauum ot 50 % Ao 200 %. TskecTb KNMHUYECKoro
TeuyeHuA 3ab0MeBaHNA XxapakTepusyeTcs 4YacToToN reMopparuiecknx NPosiBEeHUA N MUHTEHCUBHOCTBLIO KPOBO-
TeyeHun.

MosasneHne MHrMbuTopa K dakropy Bunnebparga — oaHO U3 peaKUX OCINIOXKHEHUA 3aMeCTUTENbHOM
Tepanun y 60nbHbIX Tskenol copmoii 6onesHu BunnebparHaa. B otaenbHbIX criyyasx BO3MOXHO obpasoBa-
Hue aHTUTen K caktopy ceepThiBaHusa VIII. Mpu HanUuMKM aHTUTEN BO3HUKAIOT CIIOXHOCTU C AOCTUXKEHUEM
remocrasa npu KpoBoTEYEeHUN.

MpuHuunel neveHus 6onesHn BunnebpaHaa, 0CNOXHEHHOW MHIMBUTOPOM, UMEIOT OTNIUYUSA OT Tepanun
npu 3abonesaHun 6e3 UHrMbUTOPA.

3.2 KnuHuveckas kapTuHa

Haunbonee xapakTepHbiM 1 cneundudeckum cumnTomMom npu 6onesHy BunnebpaHaa aBnATCA KPOBO-
TEYEHWUS N3 CrIU3NCTLIX MOMOCTU PTa, HOCA, BHYTPEHHUX OpraHoB. CUMNTOMBI KPOBOTOYMBOCTU BApbUPYIOT OT
YMEPEHHO BbIPAXEHHbIX 40 KpaWHe TaXenblX, NPOoTeKaT NPeuMyLLECTBEHHO MO MUKPOLIMPKYNATOPHOMY
TUNy. Y nauneHToB ¢ pesknm aeduruntom dakropa VIl HabnogaloTcs 06unbHblE U NPOACIKUTENBHBIE KPOBO-
TeyeHuns (HOCOBbIe, AeCHEBLIE, MAaTOYHbIE), TaKKe KPOBOUINUAHUS B MbILILLI U cycTaBbl. Kpome Toro, MoryT
BO3HUKaTb ANUTENbHbIE KPOBOTEUEHWS NP TpaBmax, yaaneHun 3ybos, onepaumsix.

B aeTckom Bo3pacTe YyacTo ObiBaloT KPOBOTEYEHUA U3 CAM3UCTBIX 060M10YeK MONOCTU pTa, HOCOBLIE KPO-
BOTEYEHWSA, CUHSAKU Ha Koxe. bonee Taxenoe Te4eHWe remopparMieckoro guaresa oTMe4aeTcs BO BPeMs
1N BCKope nocre nepeHeceHHbIX MHPEKUMOHHBIX 3abonesaHnin. Hanbonee BeposATHLIM MYCKOBLIM MEXaHWU3-
MOM KpoBOTeYeHUs1 Ha hoHe MHDEKLUU ABSIETCA HapyLleHne npoHuuaemocTtu cocyaos. Beneacteue atoro
MOSIBNSAIOTCA CaMONPOU3BOSIbHbIE KPOBOTEYEHUS AuanedesHoro Tuna.

FeMaToOMbl — KPOBOU3MUSAHMA B NOAKOXHYIO KNeT4yaTKy U MbllleyHble TKaHW HabniopaoTca npenmy-
LLeCTBEHHO nocre TpaBM Yy 60rbHbIX C TsXKenbiMU hopmammn 3abonesaHus.

Mpwn 6one3Hn BunnebpaHaa reMopparnyeckuin CMHAPOM NPOosBsSETCA He Bceraa, nepuoabl obocTpe-
HUSA YepeayloTca ¢ NepUodamMmn NOSTHOTO UKW NOYTU NOSHOMO OTCYTCTBUS remoppariin. Y HekoTopbIX nauueH-
ToB BonesHb BunnebpaHaa mMoxeT coyeTaTbCsl C MPU3HaKaMn Me3eHXUMarnbHOW AUCNNasnun: NOBbILEHHON
PaCTSXKMMOCTBIO KOXM, CNaboCTbio CBSI3OK C MOBBILWEHHOW NOABWXKHOCTLIO CYCTaBOB, NponabuposaHuem
CTBOPOK KranaHoB cepaLua.

AyTOCOMHBI TN HacnegoBaHWs 06YCNOBNMBAET OAMHAKOBYHO YAacTOTY BO3HUKHOBEHUS 6one3Hn Bun-
nebpaHa y nauneHToB obomnx Nonos. Y XeHWWH BcrnedcTBne ocobeHHocTen huanonormyeckoro CTpoeHunst
opraHn3ma, cBsi3aHHbIX C PENpPOAYKTUBHON byHKUMeR, HabnogaeTcs 6oree YacTtoe NposiBrieHWe remoppar-
yecknx cumnTomoB. Okoro 65 % xeHWwuH ¢ 6onesHbto Bunnebpanaa ctpagaioT MeHopparnamu. Peunansnpy-
tOLLIMe MaTOYHBIE KpOBOTEYEeHUS], Npodorvkatownecs 6onee 10 gHern, CONPOBOXAAOTCA NOCTreMopparnieckomn
aHeMuen.

XKenygouHo-kuweyHble KpoBOTEYEHNA Y NauneHToB ¢ 6onesHblo BunnebpaHaa He aensioTcs npeobna-
Aatolein opmoii KpoBoToUMBOCTA. OHU MOTYT BbITb BEI3BaHbLI MPUEMOM MpenapaTos, BAUAILWUX Ha arpera-
umio TpombouuToB (aueTuncanuuunoBas Kucnota WM Apyrue HectepougHble NpoTMBOBOCNANUTENbHbIE
cpeactsa). Kpome TOro, UCTOMHUKaMM KPOBOTEYEHWNA SABMAKOTCA NaTeHTHbIE s3Bbl Xenyaka v ABeHaauaTtu-
MepCTHOW KLLKW, TakKe 3pO3VBHbIE racCTPUTLI, reMoppounganbHble Y3ibl.

Y nauuneHToB ¢ 6onesHblo Bunnebpanaa moryT 6biTe ANUTENbHEIE KPOBOTEYEHUS Npy onepaunsix, y
XKeHLMH — BO BpeMsi podoB. Poabl y xeHLWwnH ¢ 6onesHbio Bunnebpanaa cBs3aHbl C pUCKOM BO3HUKHOBEHMWS
3HaUUTENbHOM KpoBOoMoTepK. Y BOMbLUMHCTBA NAUMEHTOB CO CPEAHETSIKENON U Nerkummn opmamum 3aborne-
BaHus BO BpeMs bepemMeHHOCTU ypoBeHb thakTopa VIII nosbiwaeTcsi B 2—3 pasa U gocTuraeT HopMarbHbIX
3HaYeHWin, o4HaKo B MOCNEePOAOBOM Mepuoe Bo3BpalLaeTcsl K MICXOAHOMY YPOBHIO.

FemapTpo3 — Hambonee pegkoe nposisneHne 6onesHn BunnebpaHaga, XxapakTepHoe Ans 3abonesaHus
3-ro Tvna. OcTpbI reMapTpo3 ConpoBoXaaeTca 60NeBbIM CUHAPOMOM, 0OYCNOBMEHHbLIM NOBLILLEHNEM BHYT-
pucycTaBHoro gasneHus. Cyctas yBenndeH B 06bemMe, Koxa Haa HAM runepeM1MpoBaHa 1 ropsidas Ha owwynb.
Ecnuv remapTpo3 BO3HUK NOCne TpaBMbl, HYXKHO UCKITHOHYNTL AOMONHUTENbHbBIE MOBPEXAeHNUs (BHYTpUCycTaB-
HOI Nepernom, OTpbIB MblLLEeSKa, yilleMreHne TkaHel). PeunansupyroLlme remapTposbl Bbi3bIBAOT XpOHUYEC-
KW CUMHOBWT. Ha cTaguu cMHOBWUTa cuHOBMarnbHasa obonoyka runepTpodrpyeTcs U CTaHOBUTCH OCHOBHBLIM
NCTOYHNKOM KPOBOMU3NNSIHUA B CycTaB. [1pyn oCTPOM CMHOBUTE reMapTpo3bl MOTYT peLunansupoBaTtb, HECMOT-
pa Ha TpaHcdyann dakTopa ceepTeiBaHua VI, uTo obycnoBneHo BocnanuTernbHbLIM NPOLLECCOM B CUHOBU-
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anbHon obonouke. MNpyU XpoOHW4ECKOM CUHOBUTE GONEBOM CUHAPOM MOXET OTCYTCTBOBaTb, MOCKOMbLKY
paspyLleHa Kancyna cycrasa.

B otnunuue ot remochunum npu 6onesHu BunnebpaHaa aanbHehLwero NporpeccMpoBaHns naTonorudec-
KOro npouecca v passuTus gecopMupytowero octeoapTposa, kak npasuno, He HabnogaeTcs.

KpoBOU3NUAHUA B rONIOBHOWM 1 CMIMHHOM MO3r 1 nx o6onoyku npu 6onesHn BunnebpaHaa BO3HUKaOT B
CBSI3U C TPaBMO. B oTAenbHBIX criyvasix NPUHMNHON TakMX KPOBOUSMUAHUA MOXeT OblTb rMnepToHUYEeCKAiA
KpU3 nniv npyvem npenapartoB, 3HaYNTESIbHO HapyLIaoLWMX remocTaTuieckyto yHKLUo TpomboLmuTos (aue-
Tuncanuuunosas kucnoTa, 6yTaguoH u ap.).

YunTeiBasi ayTOCOMHO-AOMUHAHTHBIA TUM HAacne4oBaHWs, reHeTUMECKUIA PUCK AN MOTOMCTBa COCTaB-
nsaeT 50 % HesaBucKMMO OT nona nnoaa.

3.3 OuarHocTtuka

Mono3peHuve Ha 6onesHb Bunne6paHaa n HeobxoauMocTb ee 4MarHOCTUKMA BO3HUKaeT npu niobom anu-
TeNbHOM KpOBOTEUYEHMWN, HE3aBMCUMO OT ero fokanusaumm (peLmMauBmpyoLlne HoCoBble, AeCHeBbIe, MPpY yaa-
neHun 3y6oB 1 onepaTUBHBIX BMELLaTeNbCTBax, MeHoppariu).

Onarnos «bonesHb BunnebparHga» ycTaHaBnuBaT Ha OCHOBaHMW KOMMMEKCHOro obcnegoBaHus,
BK/IloYatoLLero B cebsi reHeanormyeckne gaHHble, OLEHKY KIMHUYEeCKUX NPOosiBEHNA 1 pesynbTaToB Uccneao-
BaHWsA nokasaTenen nnasmeHHoro n TpomMboLuTapHoro remocTasa.

Ons Tshkenbix popm 6onesHn BunnebpaHaa xapakrepHo:

- CHWKEHWe aKTUBHOCTU dakTopa BunnebpaHaa;

- CHWKEHMe NnpoKoarynsHTHON akTMBHOCTM thakTopa ceepThiBaHus VII;

- CHWKEeHWe arperauum TpomMooLUToB, MHAYLMPOBAHHOM PUCTOLETUHOM;

- CHWXKeHWe aHTureHa cakropa Bunnebparaa.

Ons cpegHeTskenbix U nerkux copm 6onesHn BunnebpaHaa aTu 3HadveHUss BapnabenbHbl, NO3TOMY
onpegeneHne UX NpoBoAUTCSA B AUHAMUKE, C BPEMeHHbIMW UHTepBanaMu B 3 — 4 Mecsiua, B pesysbTaTe
KOTOPbIX BbISIBNSETCA CHWKEHNe O4HOrO 13 XapaKkTepHbIX NpuaHakoB 6onesHn BunnebpaHaa.

OuncbdpepeHumanbHyo guarHocTuky Tunos 6onesHn Bunnebparga npoBoAsT Ha OCHOBaHWW pe3ynbTa-
TOB ofpedeneHns akTUBHOCTM U CBOWCTB chakTopa BunnebpaHga, onpeaeneHna NpokoarynsiHTHOM akTuB-
HocTu chakTopa ceepTbiBaHns VIl u mynbTumepHoro npodpuna daktopa Bunnebpanga. AuarHocTuky
nogTvna 2B 6one3Hn BunnebpaHaa npoBoasT Ha OCHOBaHWM arperauym TpoMboUUTOB, UHAYLMPOBAHHOMN
PUCTOLETMHOM C HU3KAUMWU KOHLEHTpauusiMu puctoueTuHa. [JuarHocTuky noatuna 2N npoBoasaT no
aHomansHoMy cesisbiBaHuio paktopa VIl ¢ dpakropom Bunnebpanaa.

Ouarsoctuyeckme nabopaTopHble nokasaTenu, xapakrepusylolme pasnuuHble Tunbl 6onesHn Bunne-
6paHpaa, npeacTaBneHbl B npunoxeHun b.

3.4 OpraHusauua MeaULMHCKONW NOMOoLUM

OpraHuzauus okasaHua nomowm nauveHTam ¢ 6onesHbio BunnebpaHaa ocywectensietcs Bpava-
MU-remaTonoramu.

AMByNaTopHO-NONNKNMHUYECKaa NOMOLLb BKIloyaeT B cebsA BbiIBNeHWe, AWArHoCTUKY, nedeHue u
nocneaywuwlee avcnaHcepHoe HabnioaeHue nauveHToB. BHyTpuBeHHoe BBeaeHue npenapatoB cakTopa
ceepThiBaHUA kposu VI, coaepxawmx dpakrop BunnebpaHaa, ocyuiectsnsieTcsl B ambynaTopHO-NMONUKIUHU-
YECKUX y4pexaeHUsaX MeauuMHCKUMK pabGoTHUKaMK, a B AOMALUHUX YCIIOBUSIX — CAMUM MauUeHTOM Wiu
WHLIMW NUaMK nocne 06ydYeHUa GONbLHOro UNK ero poaUTenei (3akoHHbLIX NpeacTaBUTENENR).

CTrauunoHapHoe neveHune nauueHToB ¢ bonesHsio BunnebpaHaa ocylectBnsieTcs B reMaTonormieckux,
XUPYPrudeckux, oTAENEHUAX reMaTonorMYeckux LIeHTPOB U MHoronpodunbHbIX 6oMbHUL, a Takke B Npo-
UNLHBIX 0TAENEHUAX NeYeBGHO-NPOUNAKTUYECKUX YYPEXOEeHUA B 3aBUCUMOCTI OT BMAA KITMHUYECKUX NPOo-
ABMNeHuin 6onesHu BunnebpaHaa.

OKCTpeHHasa rocnuTanMaauna NauneHToB ¢ KPOBOUSMUSHUSAAIMU B XKU3HEHHO BaXXHble opraHbl (TpaBMbl
ronoBbl, KPOBOUSMUAHUA B FONOBHOM U CNIUHHOM MO3T, XENYAOUYHO-KALLIEYHbIe KpOBOTEUEHUS], BHYTPUOPIOLL-
Hble KpOBOTEUEHUs; TMHEKONOorM4eckas naTonorus: anoniekcus SNYHUKOB, MacCUBHaA MeHopparusl, BHema-
TOYHass GepeMeHHOCTb; NMpPU OCTPOIN XMPYPrMYEcKoW NaToNorMmM: OCTPLIA anneHauuuT, npoboaHas s3Ba,
NEepUTOHUT U AP.; OTOPUHOIAPUHIONOrMYeCcKol NaTonormn: Npody3Hoe HOCOBOE KPOBOTEYEHNE, KPOBOU3MUSI-
HUs B 06nacTy ropTaHu) ocyluecTBnsAeTc B NpodurbHbie oTAeNeHUsl nevebHbIX yupexaeHuid, UMetoLmx
BO3MOXHOCTb KOHCYNbTaUMKW remartoniora, MPOBeAEHUst 3aMecTUTENbHOW Tepanun U HeoBXoauMbIX
uccnenoBaHUn.

MosiBNeHWe o4yaroBo CUMNTOMAaTUKKN Y NauueHTa ¢ 6onesHblo BunnebpaHaa, nepeHecwero Tpasmy
ronossbl, TpebyeT aKCTPeHHOro HasHaveHua npenapaToB dakTopa VI, cogepxawmx dakrop Bunnebparaa,
JarnbHeuwero rneyeHnust B yCroBUAX CTauuoHapa nog HabniogeHnem Heeponatonora. Jlio6ol nauneHT ¢
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6onesHbio BunnebpaHaa, UMeroLwmuii CUMNTOMaTUKY, CBUAETENLCTBYIOLLYIO O BO3MOXHOM KPOBOU3MUAHUN B
FOMOBHOW UMW CMIMHHOM MO3T, BKMOYasi COHMMBOCTb UMK HeoBbIuHYI0 rONoBHYy0 6onb, TpebyeT aKCTpeHHoW
rocnutanusaumu.

MHcTpyMeHTanbHble MeTodbl uccregoBaHUs NpoBoAasiTca npy obecneveHny yposHs haktopa cBepThi-
BaHus kposwu VIl y 6onbHoro He Huxe 50 %.

CrauuoHapHoe nnaHoBoe NedveHue BKMoYaeT B cebsi xupypruyeckyto peabunuraumio nauneHToB ¢
peunaBUPYIOLLIMMU reMapTpo3aMu U apTponaTUei, neueHue MHMIMoUTopHLIX opm 6onesHn BunnebpaHaa.

B kauecTBe onepaTUBHOIO NeYeHusi CyCTaBOB Y NauUeHToB ¢ Tskenol opmoit 6onesHn Bunnebpanaa
B peAKvX criyyasix NPoBOAAT CUHOB3IKTOMUIO CycTaBoB. [okasaHnem K NpoBeAeHUI0 CUHOB3KTOMUMN (OTKPbI-
Tas, apTpockonuyeckas) asnaotca |l v lll ctTaguu apTponatum, Ans KOTOPbIX XapakTepHbl BbipaXeHHbIe Npu-
3HaKW paspyLUeHUsl XpALLEen, Kpaesasi 4eCTPYKLUS CYCTaBHbIX NOBEPXHOCTEN.

IleyeHne HasHavaoT naumeHTy ¢ bonesHbio BunnebpaHaa nocne ycraHoBneHns guarHosa u npun Hanu-
4YnM remopparuvyeckux nposasneHniA. OCHOBHBIM MPUHLMIIOM fledeHUs IBNsieTCs NpoBeeHne CBoeBpeMeHHON
afeKBaTHOW 3aMeCcTUTENbHOW reMocTaTUdecKon Tepanun chaktopamm ceepTbiBaHus kposu VI, coaepxawm-
mu chakTop BunnebpaHaa (yposeHb ybeanTensHOCTU AoKa3aTenbcTBa A), MO3BONSIOWEN BOCNONHUTL Aedu-
uuT hbakTopa B NnNasMe U NOBbLICUTL afre3MBHO-arperaluoHHble CBOMCTBA TPOMBOLIMTOB A0 HeoBXxoauMoro
YPOBHSL.

Ons neyenna 6onesHn BunnebpaHga mncnonb3yloT cnegylowme npenapaTthbl: haktop cBepThiBaHWUA
Vlll/(paktop Bunnebpanga (Wilate, Octapharma, lepmaHus, LWBeuus), daktopbl ceeptbiBaHnsa VI
(Immunate, Baxter, Asctpusa; Emoclot D.l., Kedrion, Utanusa; Octanat Octapharma, Nepmanuns, LWeeuuns;
Haemoctin SDH Biotest, FepmaHuns).

B npenapate Immunate (Baxter, ABcTpusi) cooTHoweHne dakTopa BunnebpaHaa k dpaktopy ceepTbi-
BaHus kposu VIl coctasnsiet 0,6. Mpenapat umeeT oduumansHble NokasaHus Ans nevexHus 6onesHn Bun-
nebpanpaa.

Mpenapat Wilate (Octapharma) paspabotaH cneunanbHo Ans nedveHns 6onesHn BunnebpaHga u
cogepxuT akTop BunnebpaHaa B cooTHoweHUU ¢ hakTopoM cBepThiBaHust kposu VI 1:1.

dopmyna pacyeTta pasoBoit Ao3bl hakTopa ceepThiBaHWA kposu X, ME, ana 6onesnn BunnebpaHaa

X=M-(L-P)-05, M

roe M — macca Tena nauueHTa, Kr;
L — >xenaembl ypoBeHb hakTopa B nnasme nauuneHTa, %;
P — ucxoaHbln ypoBeHb hakTopa y nauneHTa Ao BBeAeHUs npenapara.

Mpwuwmeyanne—ME— mexgyHapogHasa eguHuua aktopa cBepTbiBaHUS KPOBMU.

Bce xupypruyeckue BmellaTensCcTBa y naumMeHToB ¢ 6onesHbio BunnebpaHaa, Bknoyas gnarHoctuyec-
Kne MHBasMBHbIE Npoueaypbl (MyHKUMOHHasa 6uoncus), NpoBogsAT C MPUMEHEHUEM reMocTaTU4ecKon Tepanum
npenapaTtamu caktopoB ceepThiBanus VI ¢ pakTopom BunnebpaHaa.

YpaaneHue oo Tpex 3y6oB, KpoMe MONAPOB, NPoBOAAT B aMBynaTopHbIX YCroBusX Ha hoHe remocTaTtu-
yeckol Tepanun. MHOXeCTBEHHOE UM TEXHUYECKM CIOXHOe yaaneHne 3y6oB ocyllecTBAsieTCA B cTauuo-
HapHbIX ycnosusix. ¥ nauneHtoB ¢ 6onesHbio BunnebpaHga, OCMOXHEHHOW HanMynem WHrMbuTopos,
yaaneHue 3y6oB NpoBOAAT B YCIOBMSIX CTaLMoHapa, 04HOMOMEHTHO yaanstoT He 6onee ogHoro 3yba. B cessn
C MOBbILLIEHHBIM PUCKOM NPUMEHEHUS1 MECTHOW aHecTe3nn pekoMeH4oBaHo NpuMeHeHue obLLel aHecTesnuu.

YuutbiBas, YTo 0co6eHHOCTb 6one3Hn Bunnebparnga 3aknoyaeTcs B TOM, YTO B pasfiniHble BPEMeH-
Hble MHTepBansl HabnogaeTcs BapnabenbHOCTb akTUBHOCTU dhakTopa Bunnebpanaa, B cnyyae BO3HUKHOBeE-
HUS KpOBOTeYeHUs nauueHTam c bonesHbio Bunnebpanga BHe 3aBUMCMMOCTU OT fabopaTopHbIX AaHHbIX
HasHayatoT akTop ceepThiBaHus VIl ¢ paktopom Bunnebpanaa B gose 25 ME/kr.

Mpwn nerkon n cpeaHeTshkenon (ypoeeHb caktopa VIII 6onee 5 %) dopmax 6onesHn Bunnebpanaa
1-ro Tuna addeKTUBHO NPUMEHEHNE AeCMOrNpeccHa NpenMyLLeCTBEHHO B BUAE BHYTPUBEHHBIX U MOAKOX-
HbIX MHBEKL I (YpoBeHb yBeanTensHOCTH AokasaTenbcTea B).

Mcnonb3oBaHMe KpuonpeuunuraTta kpanHe orpaHuyeHo M3-3a HeHaaeXXHON BUPYCHOW MHaKTUBaLUUU U
BO3MOXHbIX MOCTTPaHCdhy3NOHHBIX peakLui (ypoBeHb ybeautensHocTn gokasatensctsa D). OHo BO3MOXHO
TONbKO B YCMOBUAX TpaHcdysnonormyeckoro kabuHeta MeanLMHCKON opraHnsaumm.

Ob6ecne4veHre remocTasa Npu Hanuunm UHrnbuTopa k dakTopy BunnebpaHaa unu daktopy cBepTbiBa-
Hus kposu VIII npoBOAAT 0AHUM 13 cneayLwwmnx npenapaTos:

- pekoMbuHaHTHbIM chakTopom cBepThiBaHusa VIl (ypoBeHb ybeautensHocTU gokasaTtensctea C) npu
TUTpe UHrMbutopa meHee 5 eanHuy, betesaa;

- anTakor-ansda (akTMBMpoBaHHbIM) (YpoBeHb ybeauTenbHOCTN AokasaTensctsa C) HesaBUCUMO OT
TUTpa UHrnbutopa.
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Ho3sy pekombuHaHTHOro chakTopa ceepThiBaHUs kposu VIII paccuutbiBaoT no dopmyne (2) Tak, 4Tobbl
MOMHOCTbIO HEUTPaNM3oBaTb UHTMBUTOP U 3aTeM NoAAePXUBATbL KOHLIeHTpaLUio chakTopa cBepTbIBAHUS KPO-
Bu VIII B KpoBM BOMABLHOTO HA XENaeMoM YpOBHE.

dopmyna ans pacyeTa nede6Ho 0o3bl hakTopa cBepThIBaHUS KPOBU ANs OAHOKPATHOrO BBeAeHMUs X,
ME, Heo6Xx0anMON Ans KyNnMpoBaHUs! KPOBOTEUEHUS Y NaLMEHTOB C HU3KUM TUTPOM UHTMBUTOpa,

X= 2M-BO100-H) 1) pyg s @
100/B
roe M — macca Tena nauueHTa, Kr;
Ht — rematokpur;
IB — TUTp MHrMéuTopa y 60MbHOro Ha MOMEHT BO3HUKLLErO KpOBOTeueHus1, eauHuua Betesaa;

L — xenaemblin ypoBeHb (hakTopa B nriasme nauueHTta, %;

P — ucxoaHbll ypoBeHb thakTopa y 6onbHoro Ao BBeAeHus npenapara, %.

EavHuLa usMepeHusi akTMBHOM cyGeTaHLmMm anTakor-anbga (akTMBUpOBaHHOTO) BhIpaXKaeTesl B M UInn
B KEQ (1 KEA = 20 mkr).

[omaluHee neyeHve nauueHTbl C TSXKEMOW unu cpegHeTsbkenon cdopmoit 6onesHn BunnnebpaHaa
MOTYT OCYLLECTBMSATL Nocre obyyeHUs1 U MHCTPyKTa)a y Bpaya-reMartonora, nocne npoxoXaeHusi kypca
06y4eHus B wWKorne 6onbHOro reMocunuein n apyruMu koarynonatusamu. MaumeHTsl yyatcs pacnosHaBaTb
paHHWe NPU3HaK1 KPOBOTEYEHUI U BBOAUTL HEOBX0AMMOE KONMMYECTBO KOHLIEHTpPaToB (hakTopoB CBepTLIBa-
HMSA B AOMALLHUX YCIIOBUAX ANS KYMUPOBaHWUS YXXe pa3BUBLUErOCs KPOBOU3NUAHMSA. MoXeT NpoBOAUTLCA Kak
npochunakTuyeckoe neveHue, Tak u Tepanus no hakTy BOZHUKHOBEHUsI KPOBOTEUEHUSI.

JomalwHee neyeHue saensetcsa Hanbonee 3EKTUBHBLIM, TaK Kak 3HAUUTENbLHO cokpallaeTcsa npo-
MEXYTOK BpeMeHU MeXAy BO3HUKHOBEHUEM KPOBOUSMUSIHUSI U HAYaNoOM ero neveHus, 4to anst 60nbHOro
6onesHbio BunnebpaHnaa urpaet pewaroLlyio ponb (ypoBeHb yoeauTenbHOCTU gokasaTtenscTea A). [lomaw-
Hee feyveHne No3BONISET COKPaTUTb Kak NPOAOMKUTENbHOCTb NEYeHUs, TaK U KONMYECTBO BBOAMMOro npena-
paTa. Ero npoBegeHue 3HaUUTENbHO yiy4yllaeT KavecTBO XU3HU BONbHbIX.

MpodmnakTuueckoe neveHne 3akmovaeTca BO BHYTPUBEHHOM BBeAEHWU KOHUEHTpaToB hakTopoB
CBepTbIBaHWA Ansi NpedynpexaeHns KpoBoTEYEeHUIA.

Llenb npodunakTuki: nepesecTn Taxenyto bopmy B cpeaHeTaXeNyto, AOCTUrHYB MUHUMANbHOIO YpoB-
Ha aeduumTHOoro daktopa 10 %, YTO MO3BONUT YMEHLLUUTL YacTOTY 06OCTPEHUIA U PUCK PA3BUTUSA TSKENbIX
KpoBoTeYeHWi (YpoBeHb ybeaunTensHOCTM goka3aTenbcTsa B).

Mpun 6onesHn Bunnebpanaa nposoauntcs BTopuyHas NpoduiakTuka npu 4actoTe BO3HUKHOBEHUSI CMIOH-
TaHHbIX KPOBOTEUEeHW 6onee ABYX pas B MecsiLl.

4 XapaktepucTuKka Tpe6oBaHUN

4.1 Mopgenb nauueHTa

Hosonornyeckas gopma: BonesHb Bunnebpanga

Cragunsa: nobas

dasa: nepBMYHasa AnarHocTuka

OcnoxHeHne: BHe 3aBUCUMOCTU OT OCMOXHEHUN

Kog no MKB-10: D68.0

4.1.1 Kputepuu u npusHaku, onpefenaiolue Mogenb nayueHTa

KnuHnyeckne nposisneHus 6onesHn BunnebpaHga — MUKPOLIMPKYNSITOPHBIA TUM KPOBOTOUMBOCTH,
ONUTENbHBIE PELMANBUPYIOLLME KPOBOTEYEHMS NOOOI NOKANM3aLmMm y My>XUYMH 1 XKEHLMH.

4.1.2 Tpe6oBaHUs kK AUarHocTuke ambynaTopHO-NONIMKIIMHMUYECKON

MepeyeHb megnunHcknx yenyr (MY) cornacHo «HomeHknaType paboT 1 ycnyr B 3gpaBooxpaHern» [2]
ONst AnarHoCTUk aMmbynaTopHO-NOAUKIMHUYECKOW NpeacTasneH B Tabnuue 1.

Tabnwuua 1— [duarHocTuka amBynaTopHO-NONUKIIMHNYECKas!

Koo MY HaumeHoeaHne MY Hacrora Kpartocrs
npenocTrasneHns BbINONHEHUA
A01.31.009 C6op aHamHe3a 1 xanob obLlieTepaneBTUHecKui 1
A01.31.010 BuayanbHbii ocmoTp obweTepaneBTnyeckuii 1
A01.31.011 Manbnauns obweTepaneBTuyeckasi 1
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OkoHnyaHue mabnuysi 1

A12.05.038.001| Onpepenexune dakTopa Bunnebpanga B Tpombouutax

A12.05.038.002| Ananus mynbTumMepoB dakTopa BunnebpaHga B nnasme

Kon MY Hauverosatue MY pecoranens | asmomienen
A11.05.001 B3asaTne kpoBu 13 nanbua 1 1
A11.12.009 Basatune kpoBm 13 nepndepnyeckomn BeHb! 1 1
A12.05.042 AKTMBUpPOBaHHOE YacTu4iHoe TpombonnacTuHoBoe Bpems (AYTB) 1 1
A12.05.027 OnpegenexHne NpoTpoMBUHOBOrO (TPOMGONNACTUHOBOIO) BPpEMEHN B

KPOBMW UIK B Nra3me 1 1

A09.05.194 Onpegenenne aktuBHoctu caktopa VI 1 1
A09.05.193 OnpepgeneHue aktuBHoCTM chakTopa IX 1 1
A12.05.017 WcenepgoBaHne arperauum TpoMGoUMTOB 1 1
A09.05.227 WccnegoBanue ypoBHsi aHTureHa gpaktopa Bunnebpanga 1 1
A12.05.038 WMccnepgoBaHne akTMBHOCTU U CBOWCTB thakTopa Bunnebpanga B KpoBu 1 1
1 1

1 1

1 1

A12.05.038.003| KonnareHceBsiabiBaloWmMi TecT

A12.05.038.004| Cneundmueckuii TecT cnocobHocTn daktopa BunnebpaHga casbl-

Batb dakrop VI 1 1
A12.05.052 OnpepaerneHne akTMBHOCTU UHIMBUTOPOB K hakTopy VIII 0,1 1
A12.05.053 OnpepaeneHe akTMBHOCTU MHIMGUTOPOB K dhakTopy I1X 0,1 1
A04.20.001 YnbTpassykoBO€ UCCNEeAOBaHNE MATKU M NPUAATKOB 0,3 1
A03.20.003 MmcTepockonus 0,3 1
B01.001.01 Mpuem (OCMOTP, KOHCYNbTaLMs) Bpaya-rMHEKomnora nepBrYHbIN 0,5 1
B01.028.01 Mpuem (0OCMOTpP, KOHCYNbTaUMS) Bpa4a-0TOPUHONAPUHIONOra NepBuY-

HbIl 0,6 1
A09.05.003 WccnepoBanne ypoBHs o6wwiero remornobuHa Kposu 1 1
A08.05.003 WccnegoBaHue ypoBHS 3pUTPOLIMTOB B KPOBM 1 1
A08.05.005 WccnegoBaHue ypoBHSA TpPOMOOLMTOB B KPOBM 1 1

4.1.3 XapaKTepUCTUKU anropuTMOB U 0cOGeHHOCTeN BbINONHEHUA HeMeAUKaMeHTO3HOW NOMOLLU

Mpwu cbope aHamHesa U xanob oblweTepaneBTUMECKOM BbISIBNAOT cnegyowmne ocobeHHOCTU KITMHU-
YeCKUX AaHHbIX:

- Hann4yne KpoBOTOUYUBOCTMU Y POACTBEHHUKOB;

- OCIOXXHEHHbIN aKyLUepCKuUil aHamHes (Bbinn N OCIIOXHEHNA B BUAE reMopparyeckoro cMHapoma B
poAax U B paHHeM Moc/iepoAOBOM nepuoae, runepMmeHoppest, anonnekcua ANYHUKOB);

- Koraa BrnepBble BO3HUKITO AaHHOE KPOBOU3NUSIHUE (KpoBOTEYEeHne);

- NpoBOAMAUCH M paHee onepaTMBHbIE BMellaTelbeTBa (B TOM Yucne yaaneHue 3y6oB), oTMevanuch
NN KPOBOTEYEHNS.

BrisicHstoT:

- Hann4yne HacnegCcTBEHHON OTATOWEHHOCTU B oTHoweHun 6onesHn BunnebpaHaa;

- MpoBOAMMAack N paHee Tepanusa npenapatamuy nnasmbl, cogepxawmmn caktop VI, ecnu aa, 1o
KakvMmu, 6bina nn oHa s ekTnBHa, 0OTMeYanucb v annepruieckne peaxumn.

Mpy remapTpo3ax BbISICHAOT A4ABHOCTb KPOBOU3MUSIHUSA, €r0 MHTEHCUBHOCTb, MpU Kaknx obeTosTeb-
CTBaX BO3HWKIIO KPOBOUNUAHWE, HanM4ine n MHTEHCUBHOCTb 6ONEBOro CMHAPOMA B HAacTosILLEee BPeEMSI.

Mpwn Bu3yanbHOM nccrnegoBaHuM oblleTepaneBTUYECKOM MNocnefoBaTeflbHO OCMaTpPUBAlOT KOXHbIE
nokpoBbl. Ocoboe BHMMaHWe obpallaioT Ha Hanuvme remaTom, remapTpo30B.

Manenauunio obueTepaneBTUHECKYO NMPOBOAAT NpPU rematomax 1 rematposax. OueHMBalT NoBepX-
HOCTb, MAOTHOCTb, HANMYMe UM OTCYTCTBME BONE3HEHHOCTU, HanuvMe YNIOTHEHUS A MbILLEYHOro Hanpsi-
XeHns,, mecTHou rmneptepmuun. [pyn remapTpos3e XapakTepHO NNoTHoe, Bones3HeHHoe, HanpsbhKeHHoe
oBpaszoBaHue B obnacTi cyctasa B GOMbLIMHCTBE CydaeB ¢ HarMYMeM MeCTHOM rMnepTepMuu.
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Mpu remaromax oLEHNBAKOT UX pasMepbl, KOHCUCTEHLMIO, Hanu4Yue NpPU3HaKoB CAABEHUA OKPYyXalo-
LWKUX OpraHoOB U TKaHeMn.

Mpuem (0CMOTP, KOHCYNbTaLMIO) Bpa4a-0TOPUHOMaPUHIONOra NPOBOAAT NPU HANUYUU HOCOBOTO KPOBO-
TEeYeHUs.

Mpuem (ocMOTP, KOHCYNbTaLMIO) Bpada-ruHekoiora NpoBoAAT B Criydae runepmeHoppeu npyu aucdyHk-
LUMOHASIbHBIX MaTOUYHBIX KPOBOTEHEHUSIX, MPU NOAO3PEHNM Ha TMHEKONOrMYECKyo NaTonormio — anonnekcus
ANYHUKOB, KUCThI, KUCTOMa AUYHUKOB, MMOMa MaTku, aHAOMEeTpKno3 1 ap. Mo nokasaHWAM HaszHavawT rucTe-
pOCKOMUIo, KOTOpasi MO3BOMAET OBHAPYXUTb BHYTPUMNONIOCTHYIO NaTONMOTNI0 (MUOMATO3HLIE Y35bl, CUHEXUM,
nonun aHAoOMeTpus).

YnbTpa3BykoBoe UCcnegoBaHWe MaTKM U NPUAATKOB MPOBOAAT NaUMEHTKam C MMHEKONOrMvyeckumMmn
3abonesaHusAMY A1 onpedeneHns ee pasmepos U flokanu3auumn NaTonorMieckoro npouecca.

B3saTue KpoBu 13 Nanbua U us nepucdepryeckon BeHbl NPOBOAAT CTPoro Hatowak. 3abop kposu Ans
nccneaoBaHus remocTasa NposoaAT 6e3 Ncnonb3oBaHUsA WNpULA U C pacnyLeHHbIM XXIyTOM, Nyylue UCNosb-
30BaTb BaKyyMHble MpoBupku.

AKTUBMpPOBaHHOE YacTuiHoe TpoMmbonnacTuHoBoe Bpema (AYTB) onpeaensatoT ana ancddepeHumans-
HOW AWarHOCTUKK ¢ KoarynonatusiMu. 3HauntenbHoe yanuHeHne AYTB ykasbiBaeT Ha Aeduumut daktopos
XIl, XI, IX (npn yposHe chakTopa 20 % n meHee) unu VIl (30 % 1 meHee), a Take Hanuyne B Nnasme KPoBU UX
nHrMbutopos. NccnegosaHune NpoBoAUTCA Kaxaomy 6onbHOMY.

OnpepgeneHne NpoTpomMBUHOBOro (TPOMBONNACTUHOBOIO) BpEMEHN B Nna3me NposogaT ansa andde-
peHumansHon avarHocTukn. Ero yanuHeHne cenageTenbcTeyeT o Aeduunte hakTopoB CBEPThIBAHUA KPOBU
VIL V, X, L.

OnpegeneHne aktusHocTu chakTopa VIl nposoaat BceM 6onbHbIM. OnpeaeneHue akTUBHOCTU chakTopa
IX npoBogaT ansa audcpepeHuManbHON AUarHOCTUKK ¢ remocpunuen B unn HoCUTeNbCTBOM reHa remodpu-
nuun B, B nocnegHem cnydae oTMevaeTcsl cCHukeHue ypoBHA dhakTopa IX. Mpn 6onesHn BunnebpaHaa ypo-
BeHb hakTopa IX ocTaeTcst HopManbHbIM.

MccnenosaHne akTMBHOCTU M CBOUCTB hakTopa BunnebpaHaa (puctoueTnH-kohakTopHas akTUBHOCTb
vWF:RCo) B KpoBW NPOBOAAT ANS AnarHocTuku Tuna 6onesHn Bunnebpanga. Mpu 3-m Tune 6onesHun Bun-
nebpaHga UsMepeHue HEBO3MOXHO U3-3a Manoro aHaveHus gakropa Bunnebpanaa.

OnpepeneHne aHTUreHa dpaktopa BunnebpaHaa npoBOAAT NauueHTam MpU CHMKEHUU PpUCTOLIe-
TUH-KOhaKTOpHOW akTUBHOCTHW. [pn 1-M TUNe cooTHoLLEHWE PUCTOLETUH-KODaKTOPHOW aKTUBHOCTU U aHTUre-
Ha dakTopa Bunnebpanga Gonbwe 0,7. Mpu COOTHOWEHUN PUCTOLETUH-KOaKTOPHON aKTUBHOCTA U
aHTWreHa daktopa BunnebpaHaa medblie 0,7 anarHocTupyeTca 2-i tun 6onesHn Bunnebpanpa. Mpu
3-m Tune 6onesHn BunnebpaHda namepeHue HEBO3MOXHO M3-3a Marioro 3HauyeHust aHTUreHa daktopa
BunnebpaHaa.

OnpeneneHune cdaktopa BunnebpaHaa B TpombouuTax NpoBOAAT NauUMeHTaMm Ans OLEHKU TSXecTu
deHoTuna 6onesHn BunnebpaHga.

UccnegoBarne arperadum TpoMOOLUTOB, MHAYLMPOBAHHOW PUCTOLETUHOM, NPOBOAAT BCEM MauuneH-
Tam. MNpu ee NOBbILIEHNN C HU3KMMUN KOHLIEHTpauuamMmn puctouetuHa (MeHee 0,8 mMr/mn) onpegensietcsa nog-
T1n 2B 6one3Hn BunnebpaHaa. Huskue nokasatenu ¢ 06bIMHBIMW KOHLEHTpaUMaM1 puctoueTuHa (6onbLue
1,2 Mr/mn) onpegensatoTcsa npu nogtunax 2A n 2M. Mpwu 3-m Tune 6onesHn Bunnebparnaa arperaums TpoM6o-
UATOB, NMHAOYLIMPOBaHHasA pUCTOLETUHOM, OTCYTCTBYET.

KonnareHcBs3bIBaloOLLWI TECT NPOBOAAT NaUMeHTam Npu Nogo3peHnn Ha 2-i Tun 6onesHn Bunnebpax-
0a u HeagocTaTo4yHOM cHkeHun vIWF:Rco.

AHanuns mynbTumepoB cakTopa BunnebpaHaa B nnasme npoBoaAT naumeHTam ana auncddepeHumans-
HOM ANarHoCTUKU, YTOBbLI OTANYUTL NOATUN 2A (OTCYTCTBUE CaMbIX BONbLINX U NPOMEXYTOYHBLIX MYNbTUME-
poB) 1 noaTvMn 2M (NpUcyTCTBYIOT BCe MynbTUMEpHI), Takke AN AnddepeHumnansHON ANarHoCTUKU TSKENbIX
1-ro n 3-ro TunoB 6onesHu BunnebpaHaa.

Cneuunduuecknin Tect cnocobHocTn cpaktopa BunnebpaHaa ceasbiBaTb haktop VI nposogsaT nauueH-
Tam Ana avarHoctuky noatuna 2N 6onesHu Bunnebpanaa n ans nposeaeHns audgepeHumnanbHon avarHoc-
TUKK ¢ nerkoir coopmoit remocbunuu A. [insa noatuna 2N 6onesHn Bunnebpanga xapaktepHo HapylleHue
cnocobHocTu chakTtopa Bunnebparaa ceasbiate daktop VIII.

WUccnepgoBaHue arperaunn TpomMbouuToB, uHayuuposaHHon A[I®, npoeoaat ans anddepeHumansHoro
AnarHosa c TpombouuTonaTUAMN.

WccnepgoBaHue arperaynn TpoM6oLUTOB, MHAYLMPOBAHHON KONmnareHoM, NposoAasaT ana anddepeHun-
anbHOro AuarHosa ¢ TpombouuTonaTUIMM.

WUccnepnoBaHue arperauyun TpoM6oUnTOB, MHAYLIMPOBaHHOW aApeHannuHoM, NpoBoAaAaT Ansa auddepeH-
unanbHoro AnarHosa ¢ TpoMGounTonaTUaMun.

8



rocCT P 52600.1—2008

OnpepgeneHne akTUBHOCTU MHIIMBUTOPOB K chakTopy VIl v K dhakTopy Bunnebparaa npoBoaaAT B criydasx,
koraa ero ypoeHb 1 % — 2 % 1 OTCYTCTBYET KIUHUYECKNA 3hpeKkT OT HazHavyeHna npenaparTos, coaepxa-
Wwmx cpakTopbl ceepTbiBaHua kposu VIII n BunnebpaHga.

WccnenosaHne ypoBHs obLyero remMornobuHa, spuTpoLuToB, TPOMOOLUTOR KPOBUW, NMPOBOAAT NPy Au-
TebHOM KpOBOTEYEHUN ANl UCKIHOYEHUA aHeMuK, TpobounuToneHun y 60mbHoro.

Mocne ycTaHOBNEHUS BpadoM-remaTorniorom gunarHosa «bonesns BunnebpaHga» oopMnsaoT nacnopt
60onbHOro ¢ ykasaHWeM cBegeHniA 0 6OMbLHOM 1 BbIAAT ero 601LHOMY Ha pyku (npunoxeHue M),

4.2 Mopgenb nauueHTa

Hosonornyeckas opma: BonesHs Bunnebpanaa

Cragus: nobas

®aza: npodnnakTuka KpoBOTEYEHNIA 1 KPOBOUIIUAHWN

OcnoxHeHwne: 6e3 0CnoXHeHN

Koa no MKB-10: D68.0

4.2.1 Kputepuu n npusHaku, onpeaensiowine Mmoaenb nauueHTa

CocTosiH1e naumeHTa OMKHO YAOBNETBOPATE CNEAYOLWUM KPUTEPUSM 1 NPU3HaKaM:

- ypoBeHb thakTopa BunnebpaHga — meHee 5 % npu oTCyTCTBAM NHTMBUTOPOB;

- KPOBOTEYEHMS, yXyALuatoLye KauecTBO XU3HW, NPUBOASILLNE K NOCTreMopparnyeckon aHemum y nauu-
eHToB ¢ 3-m Tunom 6onesHn BunnebpaHaa;

- YyacToTa CNOHTaHHbIX KPOBOTEYEHNIA U KpoBOoM3NnaHWUIM Bonee 3 pas 3a nocnegHue 6 mec;

- XOPOLUUIA BEHO3HbIA AOCTYN ANS PerynsipHbIX UHbEKLNIA;

- aAeKBaTHOCTb W OTBETCTBEHHOCTb NaLueHTa UNn ero 3akoHHOTo NPpeacTaBUTenNs BbINOMHEHUO ycro-
BUIA NeYeHns AaHHoro B1aa;

- Hannune JononHUTENbHbIX (aKTOPOB pUCKa Pa3BUTUSI KDOBOTEHEHNIA.

4.2.2 Tpe6oBaHuA k npodmnakTuke aM6ynaTopHO-NONUKITMHUYECKON

MepeyeHb MeauUMHCKMX ycnyr Ans NpodUiakTUKM  aMmbynaTopHO-MOSIMKIMHUYECKON CcorfacHo
«HomeHknaTtype paboT 1 ycnyr B 3apaBooxpaHeHni» [2], npeacTasneH B Tabnuue 2.

Ta6nwuua 2—lNpodunaktuka ambynaTopHO-NONUKIIMHUYECKas!

Kon MY Haumeriosare MY pesocrannenn | samommonm
B01.005.02 Mpuem (oCMOTP, KOHCYNbTaUWS) Bpaya-reMaroriora noBTOPHbIVA 1 3
A11.12.009 BasTne kpoBu U3 nepudepn-eckori BeHb! 1 1
A09.05.194 Onpegenexune aktmeHocTn chaktopa VI 1 1
A12.05.017 Wcenepgoeanne arperauum TpomG6oumToB 1 1
A12.05.038 WcecnepgoBaHne akTMBHOCTU 1 CBOUCTB chakTopa BunnebpaHga 1 1
A09.05.227 WccnegoeaHune ypoBHS aHTUreHa cakropa Bunnebpanga 1 1
A12.05.052 OnpegeneHne akTMBHOCTM MHIMGMTOPOB K chakTopy VIII 0,1 1
A12.05.053 OnpeaeneHve akTMBHOCTU MHIMBUTOPOB K dhakTopy I1X 0,1 1
A11.12.003 BHyTpuBeHHOe BBEAEHME NEKapCTBEHHbIX CPeACTB 1 84
A13.30.003 Mcuxonormyeckan agantauus 1 3

4.2.3 XapaktepucTuku anroputMoB U 0co6eHHOCTelN BbINOMHEeHUA HeMeAUKaMeHTO3HOW NOMOoLLU

Mpuem (ocMoTp, KOHCYNbTaLWI0) Bpada-reMatosiora NOBTOPHLIA NPOBOAAT Kaxable ABa Mecsiua Jaxe
Npu OTCYTCTBUN KPOBOTEHYEHUI (KPOBOUSIUSIHUIA).

Mpu cbope xanob 6onbHOro nevaluii Bpay BbisicHAET 3 EeKTUBHOCTL NPOBOAMMON Tepanuu, BoisiB-
nag cnegyowmne ocobeHHOCTH:

- 4YacToTa BO3HUKHOBEHUA KPOBOUIIUSIHUNA

- HanNU4ue ATPOreHHbIX OCMOXHEHUN.

Baatue kposu us nepudepuryeckoil BeHbl NPOBOANAT CTPOro Hatowak. 3abop KpoBW Ans UccregoBaHus
remoctasa npoBoaAT 6e3 UCNonNb3oBaHMs LWNPULIA U ¢ pachyLLEeHHBIM XXIYTOM, fy4lle UCMOoNb30BaTh BakyyM-
Hble Npo6upKK.

Onpepenenne akTusHocT chaktopa VIl npoBoaaT ans koHTpons 3a 3cdheKTUBHOCTLIO Tepanuin.
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Onpepaenexue arperauumn TpOMGOLMTOB, MHAYLIMPOBAHHOW PUCTOLLETUHOM, MPOBOASAT ANA KOHTPOSS 3a
3¢ HEeKTUBHOCTbLIO Tepanuu.

OnpegeneHve akTMBHOCTU W cBOUCTB hakTopa Bunnebpanaa (pucToLeTUH-KOhaKTOPHOW aKTUBHOCTMU
vWF:RCo) npoBoaaT Ayt KOHTponsa 3a 3deKTUBHOCTLIO Tepanuu.

Ecnu nokasartenu daktopa VI, arperaumm TpombounToB, MHOYLUPOBAHHOW PUCTOLIETUHOM, pUCTOLIEe-
TUH-KO(aKTOPHON aKTUBHOCTU, aHTUreHa dpakTopa BunnebpaHaga B npouecce nevyeHust oCcTarTcsa HUSKUMN
WU He U3MEHSIIOTCS N0 CPaBHEHWUIO ¢ UCXOAHBIMU, HeOBX0AUMO onpeaerneHne akTUBHOCTU UHMMBUTOPOB K
dakTopy VIl u pakropy BunnebpaHga.

Llenb npoBoguMON NCUXONOrMYeckon aganTtaumn 3aknodaeTcs B ybexaeHu naumMeHTa B TOM, YTO Npo-
dunakTuka KpOBOM3NUSIHUIA NO3BONAET NpeaynpeanTb reMmopparnyeckme nNposisnieHns sabonesaHns u BecTu
aKTUBHbIN 06pas XN3HW.

BHyTpuBeHHOoe BBegeHue hakTopoB CBePThIBAHWUSA KPOBWU OCYLLECTBASIIOT B aMbynaTopHO-NOANKANHU-
YECKUX YUPEeXAEHUAX MeAULMHCKUMN paboTHUKaMK, a B AOMALUHUX YCIIOBUSIX — CaMUM NauMeHTOM Unn
WHBbIMK 06y4eHHbIMK nuuamu. Mpu gomaluHeM nevyeHun Heobxoaumo 3anonHeHue «lMpoTokona BHYTPUBEH-
HOro BBeAeHuUs (hakTopoB CBEpTLIBaHUS KpoBW» (npunoxexue J1). Ecnun BHyTpMBEeHHOE BBeaeHne hakTopoB
CBepTbIBaHWUsI KPOBU NMPOBOAAT B AOMALLHUX YCIIOBUAX, He0BX0aMMO NpoBeaeHue kypca obyyeHus camoBBe-
AeHuto hakTopoB cBepTbIBaHUA kposu. Kypc npoBogaT B amGynaTopHbIX yCoBusix ¢ cobriiogeHueM Bcex mep
acenTuku u aHtucenTuku. Llenbto kypca siBnsietcs obyveHue nauneHTa (ero poACTBEHHUKOB UMW 3aKOHHbBIX
npeacTasuTenen) nNpasubHON npoueaype nNpoBeeHUs BHYTPUBEHHON MHBbEKUMU AN nHdy3un dakTopos
cBepTbIBaHUA KpoBw. [NepBoe BBeAeHWE npenaparta NpoBoAAT B MPUCYTCTBUA MEAULUHCKOWN CECTpPbI.

Mo okoH4aHUM 0byyeHUs naumeHT (ero poACTBEHHUKU UM 3aKOHHbIE NpeAcTaBATeNn) NOANUCHIBaOT
[obposonbHoe MHGOPMUPOBaHHOE corfnacuve Ha nposeAeHue NPogUNaKTUYECKoro nedyeHus (Npunoxe-
Hua X, N).

4.2.4 Tpe6oBaHuA K NnekapcTBEHHON NOMOLLY aMGynaTopHO-NONNKITUHUYECKON

TpeboBaHWs K nekapcTBEHHOM MOMOLLM aMBynaTopHO-NOMUKITMHNYECKON NpeAcTaBneHbl B Tabnuue 3.

Ta6nwuya 3—JlevebHas nomoLwes amBynaTopHO-NONUKNMHUYECKAs!

®dapmako- AHaToMoO-TepanesTu-
P P MexpgyHapoaHoe Yactota | OpueHTMpoBoUvHan | OkBuBasieHTHast
TepaneBTUYEcKas | Yeckas Xumudeckas
HenaTeHTOBaHHOE HAaUMEHOBaHWE | HasHa4YeHus AHeBHan nosa KypcoBas fjo3a
rpynna rpynna
CpeactBa, BNYSIIOLLME HA KPOBb 1 —_ —
dakTopbl CBEPTLIBAHUA KPOBU 1 —_ —

PakTop CBEpTbLIBAHUS KPOBU
— Vlll/dbaktop Bunnebpanga 0,8 2000 ME 144000 ME

dakTop CBepTbLIBAHUSI KpO-
eun VI 0,2 2000 ME 144000 ME

4.2.5 XapaKkTepucTUKU anropuTMoB U ocoGeHHocTeln NPUMeHeHUs1 MeAukaMeHToB

OcHOBHOW 3agaven NeyeHnsi cpegcTBaMu, BINAIOLLNMN Ha KPOBb, AIBMNSETCA NpegoTBpaLleHne TaxKeno-
ro nopakeHusi KOCTHO-CYCTaBHOMO annapara, pasBuTUs TsHKeNon NocTremMopparn4eckon aHemun. 3To AoCTU-
raeTcs nNepuoguvecks nNpoBOAUMON 3aMeCcTUTENbHON Tepanueil, Ansi Yero UCMonb3yrTcst hakTopsl
cBepTbiBaHuMA kposu VI, coaepxallme daktop BunnebpaHaa, ons npodunakTuki reMmopparm4eckoro cuH-
apoma (ypoBeHb ybeauTensHOCTU JoKkasaTensctea B).

BTopuyHyto (NepemMexatoLLyto) NpodunakTuky HasHavaoT 60MbHLIM NPY PELIMANBUPYIOLLNX KPOBOTEYE-
HUAX OQHOWM N TOW Xe Nokanusaunn (06unbHble MaToYHbIe, HOCOBbIE KPOBOTEYEHNSA, reMapTpOos3bl, XKeny4o4-
HO-KULLEYHEIE KpOBOTEYEeHMS ). ANUMTeNbHOCTL NeYeHnst cocTaBnsieT He MeHee B Mec.

dakTopbl ceepThiBaHus Kposu VI, cogepxawne daktop Bunnebparga, BBogsaTca B gose 25 ME/kr
maccel Tena, 4nsa nogaepkaHus ypoBHs AeduumnTHoro daktopa He MeHee 10 %. KpaTHOCTb BBeAeHUA — Tpu
pasa B Hegerlio.

JledyeHue geTel NpoBOAAT NO CXEMe feyYeHUs B3pOoCHbIX ¢ y4eTOM pacyeTa JO3UPOBOK.

4.2.6 TpebGoBaHUsA K peXXUMy TpyAa, oTAbIXa, NeYeHust Unu peabunurayumn

OrpaHunyeHue pU3N4eCcKUX Harpysok B nepuos NosiBIEHNA remopparn4eckoro cMHapoma.
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4.2.7 Tpe6GoBaHuUA K yXxoay 3a NauMeHTOM U BCoOMoraTernbHbIM NpoLeaypam

He pekomeHayloTca TennoBble huamoTepanesTuyeckue npoueaypsbl.

4.2.8 Tpe6GoBaHUA K AUETUYECKUM HA3HAYEHUSM U OTPaHUUYEHUSIM

CneuunanbHble TpeboBaHUA OTCYTCTBYIOT.

4.2.9 Ocob6eHHOCTU UH(pOpMUPOBaAHHOIO A0GPOBOMBLHOIO cornacusa nNauuMeHTa nNpyu BbiNOMHe-
HUMU NpoTOKoNna BeAeHUA GONbHBLIX U AONONMHUTENLHas MHGoOpMaLUa ANA NauueHTa U YNeHOB ero
ceMbM

MHdpopmunpoaHHoe o6poBoONbHOE cornacue nauueHT gaeT B NMCbMeHHOM Buae. [ononHutenbHas
WHpopMaLKMA ANa NauMeHTa 1 ero 3akOHHOTO NpeAcTaBUTENS NpuBeAeHa B NpunoxeHuax B u .

4.2.10 NpaBuna usMeHeHus TpeOGoBaHMA MNpPU BbLINOMHEHUU NPOTOKONa U nNpekpalieHue
AeicTBuA Tpe6oBaHUi NpoTokona

Mpwn BLIABNEHUN NpU3HAKOB Apyroro 3aboneBaHus, Tpebytowlero NposeaeHUA ANArHOCTUYECKUX U
nevyebHbIX MepOonpUATUA, Hapaay ¢ npusHakamu 6onesHu BunnebpaHaa MeAUUUHCKYO NOMOLLb NaLUEHTY
OKa3bIBalT B COOTBETCTBMU C TpeGoBaHUAMU NpoToKomna BeAeHUs1 60SbHbLIX C BbISIBMEHHbIM 3a60neBaHuem
VN1 CUHAPOMOM.

4.2.11 Bo3moxHble UCXOABI U UX XapaKTepUCTUKa

BoamMoxHble ucxoabl 6onesHn BunnebpaHaa npyu mogenu 2 n nx xapakrepucTuka npeacTtasneHbl B Tab-
nuue 4.

Ta6nuuya 4 — BoamoxHble ucxogbl 6one3Hn BunnebpaHga npy mogenu 2 u ux xapakrepucTuka

Yacrota OpueHTupoBovHoe
HaumeHoBaHue [MpeeMCTBEHHOCTb M 3TanHOCTL
pasBuTuA, Kputepun u npusHaku BpeMA JOCTWKEHUA .
necxopa % ucxona OKasaHusi MeauLIMHCKOWU MOMOLLU
o
Crabunusaums | 84,999 OTtcyTCcTBUE remopparmyeckoro | 6 mec [MpogomxeHne nevyeHns no mo-
COCTOSHUA cuHgpoma germ 4.2
Yxyawenue 15 BosHukHOBeHMe cnoHTaHHbIX | Ha nio6om atane Onpepenenve ypoBHs hakTo-
KPOBOTEYEHVI VMW KPOBOU3NWS- pa VIl , uccneposanune nHrmbuto-
HUWA pa. Mpu Hanuumm WHMOWTO-
pa — nepexog K moaenu 4.5.
Mpn orcytcTBUM  MHIMEUTO-
pa — nepexop k mogenu 4.3
Passutne sitpo-| 0,001 [MosiBneHne ocnoxHenun, o6-| Ha nio6om atane lMepexop k npoTokony BeAeHNs
FeHHbIX OCIOXHe- YCNOBNEHHbIX I'IpOBO,qVIMOﬁ Tepa- BonbHbIX C COOTBeTCTBleLuMM 3a-
HUN nuen, HanpuMep annepruiecknx 6oneBaHuem
peakuui (MckroYas nosiBNeHne
MHIMGMTOpPA)

4.2.12 CTOMMOCTHbIE XapaKTepuCcTUKU NPOTOoKoNa

CTouMmMocTHbIe XapakTepuctTukn onpeaendrTca corfacHo TpeﬁOBaHVISIM HOPMaTUBHbIX OOKYMEHTOB,
YTBEePXXAEHHbIX B YCTAHOBIIEHHOM NnopAaake.

4.3 Mogenb nauueHTa

Hoszonornyeckas ¢popma: 6onesHs BunnebpaHaa
Craaua: niobasa
daza: KpoBOTEUEHMNE UM KPOBOU3NUsIHUE oGO0 Nokanusauuu
OcnoxHeHue: 6e3 ocnoXXHeHUn
Koa no MKB-10: D68.0

4.3.1 KpuTepuu U NnpusHaku, onpeensilowue moaenb nauueHTa
CocTtosiHue nauyeHTa AOMKHO YAOBNETBOPSAThL CReayoLMM KpUTEPUSAM, NPU3HAKaM U YCIOBUAM:

- KNnHU4eckue nposisneHnss 6onesHn BunnebpaHoa — kpoBoTeYeHUe UNKU KpoBOU3NUAHWMe nboin

nokanusauuu;

- oTcyTCcTBME UHIMBUTOPOB K thakTopy Bunnebpanaa n dakropy VIII;
- MOAroToBKa K ManouHBa3UBHBIM XUPYPrM4ECKUM BMeLlaTeNbCTBaM.

4.3.2 Tpe6oBaHuA K Ne4YeHUI0 aMOyNaTOPHO-NONMUKITMHMYECKOMY

MepeyeHb MegULIMHCKUX YCAYT ANns fevyeHust aMbynaTopHO-NOAMKIIMHNYECKOro cornacHo «HoMeHkna-
Type paboT u ycnyr B 3gpaBooxpaHeHun» [2], npeacTtasneH B Tabnuue 5.
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Tabnwuuya 5—JleveHne amBynaTtopHO-NONMKITMHUYECKOE

Ko MY Haumerosatue MY rpesooramnenns | sunomens
B01.005.02 Mpuem (0OCMOTP, KOHCYIbTaLUWS) Bpada-reMaTornora rnoBToPHbIV 1 2
A02.12.001 Wcecneposanve nyneca 1 2
A02.09.001 3amepeHne 4acToTbl AblXaHus 1 2
A02.12.002 MamepeHre apTepranbHOro gaBneHus Ha nepudepuyeckmx apTepusax 1 2
A02.01.001 MamepeHrne maccol Tena 1 1
A11.05.001 BasiTve kpoBM M3 Nanbua 1 1
A09.05.003 WcenepgoBanue ypoBHs obwero remornobuHa Kposu 1 1
A08.05.003 VccnepgoBaHve ypOBHS SpUTPOLIMTOB B KPOBK 1 1
A08.05.005 WcenegoBanue ypoBHS TPOMOOLMTOB B KPOBU 1 1
A11.12.009 BasiTne kpoBM M3 Nepudeprnyeckon BeHbl 1 1
A09.05.194 Onpegenexune aktmeHoctun dakropa VIl 0,5 1
A12.05.017 WcenepoBaHve arperauum TpoMGoUUTOB 1 1
A12.05.042 AKTMBMpPOBaHHOE YacTuyHoe TpombonnacTvHosoe Bpemsi (AUTB) 1 1
A12.05.027 OnpepenexHne nNpoTpomMGUHOBOIO (TPOMGOMNAcTUHOBOIO) BPEMEHU B

KPOBU UMK B Nnasme 1 1
A12.05.038 WcenegoBaHue akTMBHOCTM U CBOMCTB thakTopa BunnebpaHaa B kpoeu 1 1
A12.05.052 OnpepeneHne akTMBHOCTW MHIMOUTOPOB K chakTopy VI 0,1 1
A12.05.053 OnpepenexHne akTMBHOCTM MHIMOUTOPOB K chakTopy IX 0,1 1
A11.12.003 BHyTpuBEHHOE BBEAEHWNE NTEKAPCTBEHHBIX CPEeACTB 1 2
A16.08.006 MexaHn4eckasn oCcTaHOBKa KpOBOTEHEHUSA (NepeaHsis n 3afHsA TaMno-

Hapa Hoca) 0,1 1
A06.04.006 PeHTreHorpadusi KorneHHoro cycrasa 0,1 1
A06.04.004 PeHTtreHorpadvsi NoKTeBoro cycraBsa 0,1 1
A06.04.015 PeHTtreHorpadvsi nneveBoro cycrasa 0,1 1
A06.04.016 PeHTreHorpadusi 6egpeHHoro cycrasa 0,1 1
A06.04.017 PeHTtreHorpadvsi roneHOCTONHOrO cycraBa 0,1 1
A03.20.003 'mcTepockonus 0,1 1
A04.28.001 YnbTpa3ByKkOBOE MCCNegoBaHUE MoYvex 0,05 1
A04.20.001 YnbTpa3ByKkOBOE MCCNeg0BaHUE MaTKU U NPUAATKOB 0,05 1
A04.04.001 YnbTpasBykoBOE NCCNeAoOBaHUe CyCTaBoB 0,1 1
B03.016.06 AHanma moun o6Lwmin 0,2 1
B01.053.02 Mpuem (0CMOTP, KOHCYIbTaLUWUs) Bpaya-yporiora NoBTOPHbIIA 0,05 1
B01.067.02 Mpuem (ocMOTp, KOHCYNbTAaLMSA) Bpa4ua-cToMaTornora Xmpypra noetop-

HbIN 0,2 1
B01.057.02 Mprem (0OCMOTP, KOHCYNbTaUWs) Bpaya-Xmpypra NoBTOPHI 0,2 1
B01.050.04 Mprem (0CMOTP, KOHCYNbTaUWs) Bpaya-oproneaa NoBTOPHbIN 0,1 1
B01.023.02 Mpuem (0CMOTpP, KOHCYIbTaLUWsl) Bpada-HeBPOIIOra NOBTOPHbIN 0,1 1
B01.001.02 Mprem (0CMOTP, KOHCYNbTaUWs) Bpaya-rmHeKkonora NOBTOPHbIN 0,5 1
B01.028.02 Mprem (OCMOTP-KOHCYNbTaUUs) Bpaya-oTOPMHONapUHronora noeTop-

HbI 0,6 1
A03.16.001 O3otharoractpogyogeHockonus 0,01 1
A03.18.001 ToncTokuweYHasi 3H40CKONUs 0,01 1
A06.03.002 KomnbloTepHasn Tomorpadusi ronoebl 0,01 1
A05.23.002 MarHuTHo-pe3ocHaHcHas Tomorpadus LeHTPanbHON HEPBHOW CUCTEMBI

1 rONOBHOro Mo3ra 0,05 1
A13.30.003 [Meuxonornyeckasn agantaums 1 1
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4.3.3 XapaKTepucTuK/ anroputMoB U ocOGEHHOCTEN BbINONMHEHUS HeMeAUKaMEHTO3HOM NoMoLLU

Mpu cBbope xanob GonbHOro npu npuemMe (OCMOTPE, KOHCYNbTaLWW) Bpada-reMaTornora nosTOPHOM
obpallaloT BHUMaHWe Ha adheKTUBHOCTb MPOBOANMON 3aMeCTUTENIbHON Tepanun: OCTaHOBKY UM YMeHbLUe-
HUe KpoBOTEYEHNS, yMeHbLUeHWe 6o, BOCCTaHOBMNEHWE hyHKLUN opraHa, oTMeYatoT NosiBNeHWe annepru-
YeCcKUX peakunii, BbISBMNAOT He0bX0AMMOCTb B KOHCYNbTaLMAX APYTUX CNELUaNNCTOB.

OcMOTp NpoBOAAT eXegHEBHO A0 NOMHOW OCTaHOBKM KpOBOTEYEHNS.

Mpv goMalLHeM NevYeHUn KOHCYNbTaLWs Bpadya-reMaTtorniora MoXeT GbITb OCYLLeCTBIIEHA MO TenedoHy.

Wcecneposarue nynbca, U3MepeHue YacToThl AblXaHWsl, apTepuansHOro AaBneHus Ha nepudepmnyecknx
apTepusix, M3amepeH1e Macchbl Tena NnpoBoasAT BcemM BoMbHLIM 4N OLEHKN 06LLEero CoOCTOAHUS.,

BasTne kpoBu 13 nanbua 1 u3 neprdepnyeckoin BeHbl NpoBoaaT HaTolak. 3abop KpoBM Ansa Uccneno-
BaHWs remocTasa nNposoaaT 6e3 UCMoNbL30BaHMS LWNPULLEA U ¢ pachyLeHHbIM XIYTOM, fy4lle UCNoNb3oBaTh
BaKyYMHble NpoBupKu.

Wccneposarue ypoBHs obLiero remornobuHa, aputpoumToB, TPOMOOLMTOB KPOBW NPOBOAAT Npu Anu-
TeNbHOM KpOBOTEYEHUN AN UCKITIOYEHUSA aHeMuK, TpoboLuToneHnn y 60nsLHoro.

OnpepeneHne aktusHocTU cbakTopa VI, akTnBHocTn 1 cBoncTB dhakTopa BunnebpaHpa (puctoue-
TUH-kodpakTopHon akTusHocTn vWF:RCo), npoTpombuHoBoro (TpombonnacTMHOBOrO) BPEMEHU B KPOBU U
nnasme, akTMBMPOBAHHOIO YacTU4HOro TpoMmbonnacTuHosoro BpeMeru (AYTB) npoBoasaT Ans KOHTponNA 3a
3 PEeKTUBHOCTLIO Tepanuu.

WccnenosaHue arperaummn TpoMGoLUTOB, MHAYLMPOBaHHOW PUCTOLETUHOM, NMPOBOANAT AN KOHTPOMNSA 3a
3ppeKTUBHOCTLIO Tepanuu.

Ecnu nokasatenu caktopa VIII, arperauumn TpoM60LMTOB, NMHOYLMPOBAHHOW PUCTOLLETUHOM, pUCTOLEe-
TUH-KO(PaKTOPHOWN akTUBHOCTW, aHTUreHa daktopa BunnebpaHga B npouecce neyveHUs oCcTarTCs HUSKUMN
UM He NSMEHSIIOTCA MO CPaBHEHUIO C UCXOOHEBIMMK, HeobXoauMO onpeaeneHne akTUBHOCTU MHIMOUTOPOB K
daktopy VIII n cakropy Bunnebparga.

BHyTpuBeHHoe BBeaeHWe dakTopoB ceepThiBaHus kposu VIl ¢ dakTtopom BunnebpaHga ocywecTsns-
toT B amBynaTopHO-NOMUKITUHUYECKNX YUPEXKAEHUAX MeANLUHCKAMM paboTHUKaMK, cneLmMannctamm ckopo
MoMoLLK, a B AOMALLHUX YCIOBUSIX — CamMUM NaLUEHTOM MMM ero 3aKOHHBIMW NpeacTaBUTeNsiM1M NpyU noanu-
caHun Jo6poBOMbHOTO MHPOPMUPOBAHHOIC cornacus (CM. npunoxexue K).

Mpw gomaluHeM nedveHnn Heobxoanmo 3anonHeHue «MpoTokona BHYTPUBEHHOrO BBeAEHUA haKTopoB
CBepTbIBaHMS KPOBU» (CM. NpunoxeHue ).

MexaHunueckyto 0CTaHOBKY KpOBOTEYEHUs (NepeaHIoto TaMnoHaay Hoca) NPOoBOAAT NPY HOCOBOM KPOBO-
TeuveHun. MNocne npekpalleHnst KPOBOTEYEHUS TaMMOH OCTOPOXKHO yaansoT. 3agHio TaMnoHaay NpoBoaaT
npu oTcyTCTBUM adhdhekTa oT NpuMeHeHUs cakTopa ceepThiBaHus VI, cogepxauero cpakrop BunnebpaHaa,
nmbo gecmonpeccuHa.

YnbTpa3BykoBoe UccredoBaHne novek npoBoasaT 60NbHEIM C remaTypuei Npy NoAo3peHnn Ha naTono-
Mo ModeBblgenuTenbHon cuctemel. Mpn aTom 6onbHOMY HeobxoauMma KOHCyNbTalusa Bpada-yposnora.

AHann3 Mo4n NPOBOAAT ANA KOHTPOMA MHTEHCUBHOCTU remaTypum Ha poHe remocTaTU4ecKon Tepanuu.

PeHTreHorpadmio cycTaBoB 1 ynbTpasByKkoBOe UCCNEeA0BaHNE CyCTaBOB NPOBOAAT NPWU reMapTpo3ax ¢
Lenbio onpeaeneHns opraHnYecknx N3MeHeHUN KOCTHBIX CTPYKTYP U MSATKUX TKaHel cycTasa, Hanuunst unu
OTCYTCTBUSA XUAOKOCTU B CyCTaBe.

Mpuem (ocMOTp, KOHCYMbTaLWsA) Bpa4a-0TOPUHONAPUHIONora NOBTOPHLIN He0bxoanm 60/bHLIM C HOCO-
BbIMU KPOBOTEUEHUSIMA.

Mpuem (0CMOTP, KOHCYNbTaUUS) Bpaya-cTOMaTosora Xupypra noBTOpPHbIN Heo6xoanM 60MbHBIM ¢ Aec-
HEeBbIMW KPOBOTEYEHUSIMU UK NPU NOAFOTOBKE K 3KCTpaKLun 3yba.

Mpuem (0CMOTP, KOHCYNbTALMUIO) Bpada-xMpypra NoBTOPHBI MPOBOAAT NPU XXeNyA0UYHO-KULIEYHBIX KPO-
BOTEYEHUsIX, @ TakKe NMpu OCTPON XMPYPrAYECKOA NaTonorMm A pelleHusa Bonpoca o HeobxoaumocTu
X1pYpruyeckoro BMellaTenLcTBea.

Mpuem (oCMOTp, KOHCYNbTaUUS) Bpada-rMHeKoriora NoBTOPHLIA HEOBX0AUM NaumueHTKaM ¢ MeHopparu-
SAIMU, TMHeKonormdeckon natonornein. o nokasaHMsaM HasHa4vaOT FTMCTEPOCKOMNNIO U YNbTPa3BYKOBOE UCCTie-
[oBaHWe MaTKN U NPUAATKOB.

MpueM (ocMOTp, KOHCYNbTaUNIO) Bpaya-opToneaa NOBTOPHLIA NPOBOAST NPU 0BLIMPHBIX remapTposax,
CONPOBOXAALWMNXCA NPUHAKAMUN HapyLLUEHUIA NOABUXKHOCTU CyCTaBOB.

MpueM (ocMOTp, KOHCYNbTaLMIO) Bpada-HeBpONaTonora NOBTOPHLIA NPOBOAAT 6OMbHLIM NPU HANUYUK
KNMUHUYECKUX NPUIHAKOB KPOBOUSNUSHUS B FOMIOBHOM UMW CMIMHHOM MO3T, a TakKe nauvMeHTaM ¢ AUCLUPKYNsi-
TOPHLIMWU U BEreTococyanCTLIMA MPOSIBNEHUAMWU, CYOOPOXHLIMU NpUNagkaMmu, KOpPewKOBLIM CUHAPOMOM
(papukynur).

33ocparoractTpoayoAeHOCKONUIO MPOBOAST BCeM BOMbHBLIM C XenyA0YHO-KALLEYHbIM KPOBOTEYEHUEM C
npeaBapuUTeNbHLIM BBEAEHNEM reMOoCTaTUYECKUX NpenapaTos.
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TONCTOKNLLEYHYH 3HAOCKONUIO NPOoBOAAT GOMbHBIM NPW NOAO3PEHUN Ha KPOBOTEYEHWE U3 TONCTOro
KMLLEYHMKA.

KomnbloTepHyto Tomorpaduto ronoBbl N MarHUTHO-PE30HaHCHYH ToMorpaduto LieHTpanbHON HepBHOM
CUCTEMbI 1 FOJNTIOBHOMO MO3ra NpoBoAAT NPW NoA03PEHNN Ha KPOBOUSNUSAHUS B FONIOBHOW UM CMIUHHOM MO3T.

Llenb npoBoanMoii ncmuxonornieckoi agantauum saknoyaeTcs B ybexaeHun naupyeHTa B TOM, YTO:

- 3aboneBaHne HaHOCUT yLepb ero 30o0poBbIO, MO3TOMY OH HYXAAeTCs B eYeHuu;

- 3aboneBaHne He NpeACTaBNseT Yrpo3y ero XU3HW Npu ageksaTtHon Tepanuu;

- 3aboneBaHune nNpmBeaeT K HEOBXOANUMOCTUN UCKIIOMEHNS BoMbLUMX PU3NYECKUX HArpY3OK U CUTYyaLUi,
CBSI3aHHbIX C TPAaBMaTU3MOM.

4.3.4. Tpe6oBaHUA K NeKapcTBEHHOW NOMoLLU amBynaTopHO-NONMUKMUHUYECKON

TpeboBaHuWs K NekapcTBEHHO MOMOLLM aMByNaToOPHO-NOMMKIMHAYECKON NpeAcTaBneHbl B Tabnuue 6.

Ta6nwuya 6— JlekapcTBeHHas NOMOLLb aMBynaTopHO-NONUKIMHUYECKas

AHaTomo-
Papmako- TepanesTude- OpueHTupo- SkBUBanNEHT-
MexayHapoaHoe HenaTeHToBaHHoe Yacrora
TepanesTuye- cKas BOYHas fIHEBHAsA| Has Kypcosasn
HanMmeHoBaHWe Ha3HaveHus
CKas rpynna XnMu4deckas ao3sa nosa
rpynna
CpepcTBa, BNUsilOLLME Ha KPOBb 1 — —
dakTopbl CBEPTHIBAHUS KPOBU 1 — —
dakTop cBepTbiBaHus kpoeu VIll 0,7 3000 ME 6000 ME
_ dakTop ceepTbiBaHua kposu Vlll/dakTop
Bunnebpanaga 0,3 3000 ME 6000 ME
Onrakor-anbga (aKTMBUPOBaHHbLIN) 0,05 7 mr 21 mr
o CpeacTBa, BNMSIIOWME HA CUCTEMY CBEPTHIBAHWUSA KPOBU 0,6 — —
AMMHOKaNpoHOBast KUCNoTa 0,5 3r 12r
TpanekcamoBas kucnota 0,3 0,25r 0,5r
AmMrHOMEeTUNOGEH30MHanA kucnoTa 0,3 0,25r 0,5r
Taxokomb 0,4 1 nnactvHa | 3 nnacTuHbl
"OpMOHBI M cpeACcTBa, BNUAIOWMNE HA SHAOKPUHHYIO CUCTEMY 0,8 — —
HenonoBble ropMoHbl, CUHTETUHECKME CYBCTaHLMM U aHTK-
— rOPMOHbI 1 — —
— HecmonpeccnH 1 21 mkr 42 mkr

4.3.5 XapakTepuCTUKU anropuTMoB U oco6eHHOCTe NpUMeHeHUsI MeguKaMeHTOB B aMbynaTop-
HO-NONMUKITMHUYECKUX YCNOBUAX

OCHOBHbIM MpUHLMNOM NeveHns 6onesHn Bunnebparaga cpegctBamu, BNMSIOLMMU Ha KPOBb, SIBMSIET-
csl 3amecTuTenbHasi Tepanua, ANa 3Toro Ucnonb3yloTca dakTopbl ceepThiBaHua Kposu VI, coaepxawme
¢akTop BunnebpaHaa.

[na neyeHuns bonesHn BunnebpaHga NnpumeHAOT crneayrowme npenapatsbl: hakTop cBepTbiIBaHUS KPO-
Bu Vlll/dpakTtop Bunnebpanga (Wilate, Octapharma, Mepmanus, Lseuus), paktopbl ceepThiBaHus kposu VI
(Immunate, Baxter Bio Science, AscTpusa; Emoclot D.I., Kedrion, UTanusa; Octanat Octapharma, MepmaHus,
Lseuus; Haemoctin SDH Biotest, MlepmaHus).

B npenapate Immunate (Baxter, ABcTpus) cooTHowweHue pakTopa Bunnebpanaa k dakropy cBepTbiBa-
Hus kpoeu VIl coctaBngeT 0,6. MpenapaT umeeT oduunanocHble NokasaHUA K NPUMEHEHUIo Ansl neyeHns
6onesHn BunnebpaHaa.

Mpenapat Wilate (Octapharma) paspaboTaH cneunanbHo aAns nedveHna 6onesHn Bunnebpanga un
coaepxut daktop BunnebpaHaa B cooTHowweHuU ¢ pakTopom ceepThiBaHuA kposu VIl 1:1 (ypoBeHb yoeau-
TeNbHOCTU AoKa3aTenbcTBa A).

[na pacyeTa konudectea npenapara cm. opmyny (1).

Mpu HOCOBbLIX, AECHEBbLIX KPOBOTEYEHUSIX, MEHOPParusax, reMapTpo3ax, MasblX XMpYpru4eckux BMeLla-
TeNnbCTBaX ypoBeHb (haKTOPOB cBEePThIBAHWUA AOSHKEH BbiTe BocnonHeH Ao 50 %, npu o6unbHBIX U NPoAosT-
JKUTENbHBIX KPOBOTEUEHMUSIX U3 MOMOCTU HOCA, PTa, BHYTPEHHUX OPraHoB, Xenyao4HO-KULEYHBIX KpoBOTeYe-
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HUSIX, XMPYPruveckux BMellaTenbcTBax (B TOM uucne cromartosnorndeckux) —ao 60 % — 80 %, npwu
KPOBOUIITUSAHNSAX B FOSTOBHOM U CMUHHON MO3r — 0 80 % — 100 %.

Mpw HOCOBBIX, AECHEBLIX KPOBOTEUEHUAX, MeHopparusx, daktop ceepTbiBaHus kposu VI, cogepxa-
Wwuin cpaktop BunnebpaHga, BBOAUTCS B NepBble CYTKM Kaxable 12 4.

BoamoxHo npogomkeHne Tepanuu pakTopamu ceeptbiBaHus kposu VIII go 3 — 5 cyTok ¢ BBegeHneM
Kaxable 24 4 0o npekpalleHUs KpoBOTEYEeHNS.

Mpn KPOBOTEYEHWNSIX U3 CIIUIUCTBLIX MOSIOCTM pTa, HOCa UCMONb30BaHWE MECTHbLIX FeMOCTaTUYeCcKnx
CpeacTB, a Takke HasHa4YeHne aHTUUOPUHONUTUYECKIMX NPEenapaToB sABMAAeTCA MeTOA0M Bbibopa B cryyasx
akTnBaumu pubpruHonMsa. ns 3Toro MoryT UCnonb3oBaTbCs: ancuioaMmmHoKanpoHoBas kucnoTta B gose 3,01
YyeTblpe pasa B CyTKWU; aMuHoMeTunbeH3onHas kucnoTta B gose 0,25 r gBa pasa B CyTKUW; TpaHeKcamoBas K1c-
nota B go3se 0,25 r oBa pasa B CyTKN B Te4eHWe MATU CYTOK.

CnepyeT yunTbIBaTh, YTO XXEHLMHAM penpoayKkTUBHOMO Bo3pacTa, MPUHUMAaIOLLMM rOPMOHasIbHble KOH-
TpauenTuBbl, HeMb3sl HagHa4aTb aHTMUOPUHONUTUYECKUE NpenapaThl U3-3a onacHocTy passBuTua OBC-cuH-
apoma.

YunutbiBas BapnabensHoCcTb NokasaTenen gakropa VI, B cnyyae BO3HUKHOBEHMWS akTUBHOMO KpOBOTE-
YeHuns naumeHTam ¢ 6onesHbto BunnebpaHga BHe 3aBUCUMOCTW OT nabopaTopHbIX AaHHbBIX HasHavaeTcs
drakrop ceepTbiBaHus VIl ¢ baktopom Bunnebpanga B aose 25 ME/kr. Mpu Xnpypruyecknx ManonHBasuBHbIX
N CTOMaTONOrMYEeCKNX BMeLLaTeNbCTBax (yaaneHme oT ogHOro 4o Tpex 3yboBs) chakTopbl CBEPTHIBAHUS KPOBU
VIII, cogepxalyme cdaktop Bunnebparaa, BBoAsATCS 3a OAUH Yac 40 onepaumn, 1 vepes 12 u 24 4 nocne Hee.
Bo3aMOXHO npoaomkeHne Tepanuu paktopamu ceepThiBaHUs kposu VIII 4o Tpex cyTok ¢ BBeaeHUeM Kaxable
24 4 0o npekpalleHnsa KpoBoTeveHus. Bonee NpodomKUTENbHYIO reMoCTaTUYECKyo Tepanuio HasHavyaoT
NHAVBMAOYaAMNbHO B 3aBMCMMOCTM OT KIMHUYECKOW cuTyauuu. B kayecTBe TaMnoHupyolero marepuana
MOXHO MCNOMb30BaTh KONNareHoBYyo ryoky.

OKCTpeHHasa Tepanus Npu XenyaouHO-KMLLIEYHOM KpOBOTEeYEeHUM AorkHa ObiTb HauyaTa Hesameanu-
TenbHO BBeaeHWeM chakTopa ceepThiBaHuA kposu VI, coaepxaluero daktop BunnebpaHaa, u nocneayto-
e rocnuTannsalunein nayneHTa.

OKCTpeHHasa Tepanus NPy NOA03PEHNN Ha KPOBOU3NUAHUE B FOSIOBHOM UIM CMIMHHOM MO3T [OIDKHA BbITh
Ha4aTa HesaMeanuMTenbHo. FeMocTaTuyeckasi 3amecTuTernbHas Tepanusi NpoBoanTcst hhakTopaMu CBepThIBa-
Hus kposu VI, cogepxawmmm chaktop BunnebpaHaa, ¢ nocneayowen rocnuranusaumen 60nsHoro.

MmetoTca aaHHble 06 ahpeKTUBHOCTU HE3aMeaANUTENBHOMO NPUMEHEHNA NPU KPOBOUSMUAHUAX B MO3T
npenapaTa anTakor-anbda (akTUBUPOBAHHLIA) BMECTO BBeAeHUA hakTopos ceepThiBaHuA kposu VIII (ypo-
BeHb ybeanTenoHocTu gokasatensctsa C). Sntakor-anbda (akTMBUpoBaHHLIN) BBOAUTCA B A03e 90 MKr/Kr
macchl Tena. Mpu HeobxoaMMOoCTU 403y MOXKHO NOBTOPATL Yepes Kaxable ABa Yaca A0 YETKOro KNMHUYECKOro
ynydweHus unmn ctabunumsaum coctosHua bonbHoro.

Mpwy Bcex COCTOSIHUSX, YTpOoXa loLLMX )KU3HW NauueHTa, reMmocTaTudeckas Tepanuyst 4osrkHa 6biTe HavaTta
B amBynaTopHbIX YCMOBUSIX M MPOAOMKEHa B CTauMoHape.

Mpw 6onesHn Bunnebparaa 1-ro Tuna (npy yposHe daktopa VIl 6onee 5 %) c reMocTatuueckon Lenbto
Mpy KPOBOTEYEHUSAX PasfMYHON foKanusauum UNU MarnbiX XMpYpruveckux BMmellaTenbcTBax MoryT 6biTb
NCnonb3oBaHbl HEMOMOBLIE FOPMOHBI, CUHTETUYECKME CyDCTaHLMM U aHTUIOPMOHLI. Hanpumep — aecmonpec-
cuH (Desmopressin, Buodpapm, Mpyaus; Emosint, Kedrion; Utanua; Minirin, Ferring, LBeuuns; Presinex,
Mipharm, Utanus), KoTopbl iBRsSieTCA NpenapaTtoM Beibopa (YpoBeHb y6eauTensHOCTU AokasaTenbcTa B).

MpenapaT BBOOAT BHYTPUBEHHO KanenbHo B Ao3e 0,3 Mkr/kr maccel Tena 6onbHoro B 50 mn chusuonoru-
Yyeckoro pactsopa B TeveHue 30 MuH. MHbekUmua MoxeT B6biTb NOBTOpeHa Yepes 24 4, oaHako nocne 3—4 BBe-
AeHNA nevebHbI adbeKT 3HauYMTeNbHO CHWkaeTca. MoBTOpHOE neveHue npoBoauTtcs Yepes 7 — 10 gHei,
oAHako y 6OMbLIMHCTBE NaUMEHTOB, MOoMyyalowmx fieYeHne NOBTOPHO, CHWKAETCSA UYYBCTBUTENbHOCTb K
npenapary.

Tarkke npenapaT MOXeT HazHa4yaTbcs B BUAE NOAKOXHBIX UHBbEKUMIA (HepasBeaeHHbIA) U MHTpaHa-
3anbHO B BUAE crnpes Unin TabneTok.

[lo Havana neYyeHnst 4ECMOMNPECCMHOM NPOBOAUTCA TeCTOBaA MHGy3ns Ans onpeaeneHust ero addek-
TUBHOCTK (onpeaensieTcs yposeHb dakTopa VIl B nnasme 6onbHoro go 1 yepes 30 MUH Nocrie BHYTPUBEHHO-
ro BBedeHWsA npenapata wnu 4epes 60 MWMH nNocne NOAKOXHOro BBeAeHWst npenapata). Kputepuem
athpeKkTUBHOCTU sABNAETCA yBennyeHne yposHs daktopa Vill 6onbwe 5 %.

[ecmonpeccuH cnegyeT ¢ OCTOPOXKHOCTbIO MPUMEHATL Y NAaUMEHTOB, UMEIOLLUX B aHaMHe3€ rMnepToHU-
yeckyto 6onesHb, NaTONOMMI0 KOPOHAPHLIX COCyAOB, BpOHXUanNbHY0 acTMy, 3nUmencuto.

HecmonpeccH HeoBX0AMMO C OCTOPOXKHOCTBIO NPUMEHATL AeTAM A0 4-X NeT. Y HUX KpailiHe Hexena-
TeNbHO NPUMEHATb 4eCMONpPeccuH nocrnefoBaTtensHo 6onee 1 gHA.

4.3.6 Tpe6oBaHUA K peXuMy Tpyaa, oTAbiXa, NevYeHUsa unu peabunurauumn

CnepyeT orpaHndnTL PU3NYECKMe Harpysku B nepuos NosiBNEHUs reMopparmieckoro cuHapoma.
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4.3.7 Tpe6oBaHuA Kk yxoay 3a NauueHTOM U BcnoMoratefbHbIM npoueaypam

He pekoMeHayl0TCA TennoBble husnoTepaneBTUdEecKue npoueaypbl.

4.3.8 Tpe6oBaHuA K AUETUYECKUM Ha3HaAYESHUSIM U OrpaHUYCHUAM

CneumanbHble TpeGoBaHUsSI OTCYTCTBYHOT.

4.3.9 OcoGeHHOCTU UH(OPMUPOBAHHOIO AOOPOBONBLHOIO COrnacuAa nauueHTa Npu BbINONHe-
HUKW NpOTOKONa BeAeHUs1 GONbHLIX U AONONHUTENbLHaA UHgopMauus ANA nauueHTa U YNeHoB ero
ceMbu

UudopmmpoBaHHoe AobpoBoONbHOE cornacue naumeHT AaeT B MUCbMEHHOM Buae. [JononHUTenbHyo
UHopMaUno NS NalueHTa U ero 3aKOHHOro NpeacTaBUTens CM. B NpunoxeHnax B n I

4.3.10 MpaBuna wusMeHeHus TpeGOBaHUW NpU BLINOMHEHUMU MNPOTOKONa U NpekpaweHue
nencrTeusa Tpe6oBaHUi NpoToKona

Mpu BbLIIBNEHUU Npu3HakoB Apyroro 3aboneBaHus, Tpebyollero npoBeAeHUa AUarHoOCTUHeCKUX U
nevyebHbIX MeponpuUsTUA, Hapsidy ¢ NpusHakaMu 6onesHn BunnebpaHga MeauUMHCKYO NOMOLLL NauUeHTy
0OKasbIBaloT B COOTBETCTBUN ¢ TpeboBaHUSIMK NPOTOKONa BeAeHUs! 60MbHbIX C BhISIBNIEHHBIM 3a601eBaHnemM.

4.3.11 Bo3MOXHble UCX0bl U UX XapaKTepucTUKa

Bo3MoxHble ucxobl 6onesHn BunnebpaHga npu mogenu 3 n Ux xapakrepuctuka npeacTasneHsl B Tab-
nuue 7.

Tabnwnuya 7 — BoamoxHble ncxogpl 6onesnn Bunnebpanga npu mogenu 3 u nx xapakrepuctuka

OpueHTUpoBOYHOE
HaumeHosaHue Yacrora [MpeeMCTBEeHHOCTb U 3TanHOCTh
ucxona passutus, % Kputepun u npusriakm Bpemsl AOCTWKEHUS OKasaHuUsi MeULIMHCKOW NOMOoLLU
ucxona
Ynyuwenve 80 MonHoe npekpaweHne KpoBO- Yepes 24 4 MpoaonxeHue nevyeHus No Mo-
COCTOSIHUA TeYeHUs1, ucHe3HoBeHne 6oneso- nenn 4.3
ro CUHAPOMA, BOCCTAHOBIIEHUE
yHKUMM OpraHa
OTcyTcTBME 19,999 OTtcyTCcTBME TNPU3HAKOB OCTa- Yepes 24 v OnpepeneHne ypoBHs hakTopa
achbhekTa HOBKM KPOBOTEYEHUSA VIIl, wccnegoeanne nHmbutopa.
Mpy Hanuuum nHrMbuTOopa — ne-
pexoa k mogenu 4.5.

Mpu otcyTtctBUM  MHIMBUTO-
pa — NpoaonXeHne remocraTtu-
yeckorn Tepanum no mogenu 4.3 ¢
nepecmMoTpOM A03bl Mpenaparta

Passutne 0,001 MosiBneHune ocnoxHexnnn, obyc- | Ha niobom atane lMepexopn k NpoToKONy BeAeHUA
SITPOreHHbIX NOBMEHHBIX MPOBOAUMON Tepa- 60MnbHLIX C COOTBETCTBYIOLUM 3a-
OCMNOXHEHNN nven, HanpvMep, annepru4eckmx 6oneBaHuem

peakummn

4.3.12 CTOMMOCTHbIE XapaKTepUCTUKU NpoTOoKoNa
CTOMMOCTHbIE XapaKTepucTUKW onpedensalT corfnacHo TpeboBaHWSIM HOPMAaTUBHLIX [OOKYMEHTOB,
YTBEPXAEHHbIX B yCTAHOBNEHHOM Mopsiake.

4.4 Mopenb nauueHTa

Hosonornyeckas cdopma: 6onesHs BunnebpaHga

Cragus: coctosiHne, Tpebytollee rocnutannsaumm naumeHTa

dasa: KpoBOTEUEHNE UMK KPOBOU3NUSIHWE NoBOIR Nokanusaumm

OcnoxHeHne: 6e3 0CNoXHEeHUN

Koa no MKB-10: D68.0

4.4.1 Kputepuu 1 npusHaku, onpegensioline Moaenb nayueHTa

CocTosiH1e naumeHTa A0MKHO YAOBNETBOPATL CNEAYOLMM KPUTEPUSIM, NPU3HAKaM 1 YCIOBUAM:

- KIMTUHUYecKkne MPOSIBNEHUA — KPOBOTEYEHWE UMW KPOBOUINUAHWE B XKU3HEHHO BaXHble OpraHbl;

- OTCYTCTBME UHrMBUTOPOB K hakTopy VIII;

- MOArOTOBKA K OrepaTUBHOMY NeYEHUIO.

4.4.2 Tpe6oBaHMUA K NeYEHUIO CTaLUOHapPHOMY

MepeyeHb MeanumHekux yenyr (MY) cornacHo «HomeHknatype paboT v ycnyr B 3gpaBooxpaHeHnmny [2]
ONs1 NeYeHust cTauMoHapHOro npeacTaeneH B Tabnuue 8.
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Kon My Hauerosare MY cpegorasnenn | ssmonenta

A01.05.001 C6Gop aHamHesa u xanob npu GonesHsix OpraHoB KPOBETBOPEHWS U

KPOBM 1 3
A01.05.002 BuayanbHoe nccnegoeanve npy 6onesHsx opraHoB KPOBETBOPEHWSA 1

KPOBM 1 3
A01.05.003 Manenauusi npy 6oNe3HsiXx OpraHoB KPOBETBOPEHWS U KPOBM 1 3
A02.12.002 ViamepeHne apTepranbHOro AaBneHus Ha nepudepryeckmx apTepusx 1 3
A02.10.002 MamepeHue vacToThl cepauebuenust 1 3
A02.09.001 VamepeHne 4acToTbl AblXaHus 1 3
A11.05.001 BasitTne kpoBM M3 Nanbua 1 2
A09.05.003 WccnegoBaHue ypoBHs obuiero remornobruHa Kposu 1 2
A08.05.003 VccrnepgoBaHve ypoBHSA 3pUTPOLUTOB B KPOBU 1 2
A08.05.005 WccnegoBaHue ypoBHS TPOMBOUUTOB B KPOBM 1 2
B03.016.06 AHanma mo4m obLmn 1 1
A11.12.009 BasitTne kpoBM 13 nepmdepruyeckon BeHbl 1 2
A12.05.042 AKTMBUpOBaHHOE YacTuyHoe TpombonnacTrHoBoe Bpemsi (AYTB) 1 2
A12.05.027 OnpegeneHve nNpoTpPoMBUHOBOrO (TPOMBONNaCTUHOBOIO) BPEMEHN B

KPOBW UMK B NMnasme 1 2
A09.05.194 Onpegenexune aktueHocTu haktopa VIl 1 2
A12.05.017 WceneposaHve arperaumy TpoMGoLMTOB 1 2
A12.05.038 McenepoBaHve akTMBHOCTU M CBOWCTB thakTopa BunnebpaHaa B KpoBu 0,5 1
A09.05.227 WccnegoBaHue ypoBHS aHTUreHa dakropa Bunnebpanga 0,5 1
A12.05.052 OnpepeneHne akTMBHOCTW MHIMOWUTOPOB K chakTopy VI 0,1 1
A12.05.053 OnpegeneHve akTMBHOCTW MHIMBUTOPOB K dhakTopy IX 0,1 1
A25.05.001 HasHaveHne nekapCTBEHHOW Tepanuu npu 3aboneBaHUsAX CUCTEMBI

OpraHoB KPOBETBOPEHWSA U KPOBU 1 2
A11.12.003 BHyTprBEHHOE BBEAEHWE NEKAPCTBEHHLIX CPEACTB 1 2
A16.04.002 TepaneBTuyeckan acnmpauusi COaepXmumoro cycraBa 0,1 1
A06.03.006 PeHtreHorpacumsi Bcero 1epena B ogHow 1 bonee npoekumsix 0,1 1
A04.01.001 YnbTpa3BykoBoOe UCCNEA0BAHUE MSITKUX TKAHEN 0,1 1
A04.20.001 YnbTpa3BykoBOe UCCNEA0BAHUE MATKU U NMPUAATKOB 0,5 1
A03.20.005 "'mcTepockonus 0,2 1
A04.28.001 YnbTpa3ByKkoBOE UCCNEAOBaHNE NOYEK 0,1 1
A04.28.002 YnbTpa3ByKoBoOe UCCNEAOBaHNE MOYEBOIO NMy3bipsi 0,1 1
B01.053.02 Mpuem (0CMOTpP, KOHCYNbTaUMSI) Bpa4a-yporiora noBTOPHbIN 0,1 1
B01.001.02 Mpuem (OCMOTpP, KOHCYNbTaLUWMSI) Bpa4a-N’MHEKorora noBTOPHLIN 0,5 1
B01.028.02 Mpuem (ocmMOTp, KOHCYNbTAUUS Bpa4a-0TOPUHONAPUHIonora) noBTop-

HbINA 0,6 1
B01.067.02 Mpuem (OCMOTp, KOHCYNbTaUWMS) Bpaya-cTomartornora xupypra rnosTop-

HbIl 0,2 1
B01.057.02 Mpuem (OCMOTP, KOHCYNbTaUWS) Bpaua-xupypra rnoBTOPHbIN 0,5 1
B01.050.04 Mpuem (0cMOTp, KOHCYNbTaUMS) Bpaya-opTonea NoBTOPHbIN 0,1 1
B01.023.02 Mpuem (0OCMOTpP, KOHCYNbTaUMS) Bpaya-HEBPOIOra NoBTOPHbIN 0,1 1
A03.19.002 PekTopomaHockonus 0,05 1
A03.18.001 ToncrokmiieyHan 3HAOCKONUSI 0,05 1
A03.16.001 O3odparoractpogyogeHockonus 0,1 1
A06.03.002 KomnbloTepHasi Tomorpadus ronosbl 0,01 1
A05.23.002 MarHunTtHo-pe3oHaHcHan Tomorpadusi LeHTpanbHON HEPBHOW CUCTEMBI

¥ FTONOBHOIO MO3ra 0,01 1
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4.4.3 XapaKkrepucTUKU anroputMoB U 0CO6eHHOCTel BbINONHEeHUA HeMeAUKaMEHTO3HOW NOMOoLLU

Mpu c6ope xanob 6onbHOro Npu 6oNesHAX opraHOB KPOBETBOPEHUS U KPOBU BLIABNAIOT criegytowue
0COBEHHOCTU KIIMHUYECKUX JaHHbIX:

- KorAa BO3HUKII0 AaHHOe KPOBOU3NMAHWE (KPOBOTEYEHWE) BNEPBLIE;

- NpU Kaknx obCToATENbCTBAX BO3HUKIO KPOBOWU3MUSHWE (KPOBOTEYEHWEe), ero UHTEHCUBHOCTb, ANU-
TENbHOCTb;

- Hanu4yne M MHTEHCUBHOCTL BONEBOro CUHAPOMA;

- MpoBOAMNAachk N paHee Tepanusl reMocTaTUYeCcKMMU rnpenapatamn, eciv Aa, TO KakuMK, B KakoMm
pexume, Gblna N oHa achekTMBHA, OTMEYaNNCL NN annepruyeckne peakumm.

Mpun noBTOPHOM OCMOTPe obpallatoT BHUMaHWe Ha adpdekT oT NPOBOAUMOrO fleYeHUs: OCTaHOBKa 1iu
YMeHbLUEHNe KPOBOTeYeHMsl, yMeHblUeHe 6onn, BoCCTaHoBMNeHe yHKUUM opraHa, NosiBNeHne annepru-
YeCcKMX peakLmi, Hanmume NHPEKUMOHHBIX OCITOXHEHWIA.

OcMOTp NPoBOAAT eXXeQHEBHO B NEpUos HaxoX4eHns B cTauunoHape.

Mpwn BM3yanbHOM MccriedoBaHUM Npy BONe3HAX OpraHoB KPOBETBOPEHUS U KPOBMW MocneaoBaTenbHO
OCMaTpUBaOT KOXKHble NOKPOBbLI, ocoboe BHMMaHWe obpallaeTcs Ha UX OKpacky, Hannyine 3KXMMo3oB, nete-
XWiA, reMaToM, reMapTpo30B 1 APYrMX MPU3HAKoB reMopparn4eckoro CUHApPoOMa.

Manbnauunio Npn 6oNe3HsAX OpraHoB KPOBETBOPEHUS 1 KPOBU NMPOBOAAT NPU remapTposax U remaTomax.
Manbnauns MArkX TKaHeiln BOKPYr Nopa)eHHOoro cycrasa (OLeHWUBAalT MOBEPXHOCTb, MMOTHOCTb, Hamu-
yne/oTcyTCTBUE BONE3HEHHOCTUN, HAanMMYMe YNIOTHEHUS UMM MBILLEYHOTO HanpskeHusl, MECTHOW runeptep-
Mun B obnactn remapTposa). XapakrepHo nroTHoe, 6onesHeHHoe, HanpsxkeHHoe obpasoBaHue B obnactu
cycTaea, B 60MNbLUINHCTBE CryYyaes ¢ HanMuMeM MECTHON rMnepTepMum.

Mpun remaTtomax OLEHNBAIOT NX PasMepbl, KOHCUCTEHUWIO, HanuuMe NPU3HaKoB cAaBlIEeHNs OKPYXarto-
LMX OpraHoB U TKaHew.

MamepeHue apTepuansHoro AasneHus Ha nepudepnyecknx aptepusix, UsmepeHue YactoTel cepauebu-
€HWS U ObIXaHWUA NPOBOAAT ANA OLEHKU 0BLEero cocToAHUA BOMNbLHOrO.

PeHTreHorpaduio Bcero yepena B 0AHON UMY ABYX NPOEKLUSIX NPOBOAAT NpY NOAO3PEHMN Ha Neperiom
KocTel Yepena.

YnbTpa3ByKOBOE UCCMNeaoBaHUE MATKNX TKaHEW NPOBOAAT MPU KPOBOUINUSIHUAX B MSIrKUe TKaHu Ans
onpeaeneHns pacnpocTPaHeHHOCTM reMaToMbl, €€ MITOTHOCTU, NMPU3HAKOB CAaBMEHWUS OKPYXXaKOLLMX TKAHEeN.

Ha npueme (ocmoTpe, KOHCYMNbTaUMK) Bpada-cToMaTorniora Xupypra, npu Hanuyum KpoBOTEYEHUA U3
CMW3NCTBLIX MONOCTN pTa, BLIABMAAIOT criegylolumMe n3MeHeHnsa:

- Hanu4yne NOABWXHbIX 3y0OB;

- Hanu4ve nHuUnbTpaTa B TKAHAX, OKPYXalowmx 3y6;

- NloKkanusauuns KPoBOTOYaLLEero yyacTka crmsnucTon;

- NHTEHCUMBHOCTb KPOBOTEYEHMS.

Mpuem (oCcMOTp, KOHCYNbTaLMIC) Bpada-yponora nNpoBoAAT B Criydae reMaTtypum npu nogospeHnn Ha
naTonornio MOYEBLIAENUTENBHOW CUCTEMBI.

[ns noaTBepXAeHUSA remaTypun NPpoBOAAT aHaNM3 MOYN OBLLMIA.

YnbTpa3ByKkoBOE UCCrieAOoBaHNE NOYeK U MOYEBOrO Ny3blpsi NPOBOAAT BONMbHLIM C remMaTypueit ¢ Lienbio
NCKITIOYEHNS NaToNorMm MoYeBbI4eMTEeNbHON CUCTEMBI.

Badatue kposu 13 nepudeprnyeckon BeHbl NPOBOAAT CTPOro HaTowak. 3abop KpoBM AN UccnefoBaHUA
remMocTasa npoBoAsAT 6e3 UCMoMb3oBaHNA WNPULA U C PacnyLLEHHBLIM XXIYTOM, JSTyudLle UCMOoNb30BaTh BaKyyM-
Hble NPoBUPKA.

Wccnegosarve akTUBMPOBAHHOIO YacTuuHoro TpombonnactuHoBoro BpeMenn (AYTB), onpeaeneHne
dakTopa VII, npoTpombuHoBOro (TPoMGONNaCTUHOBOIO) BPEMEHU B Niasme, arperauum TpoMOoLUTOB, MHAY-
LUMPOBaHHON PUCTOLETUHOM, NCCNeaoBaHne akTUBHOCTU U CBONCTB ¢hakTopa BunnebpaHga B KpoBu (pucto-
LileTUH-kohbaKTOpHOW akTUBHOCTM), aHTUreHa daktopa BunnebpaHnaa, a Takke uccnegosaHue ypoBHs obLiero
remorno6uHa, spuTpoLMTOB, TPOMBOLUTOB KPOBU NPOBOAAT A4NA KOHTPOIA 3a XOA0M NneyveHus!.

Ecnu sHaveHuns nepBbIX Tpex NokasaTenen B npoLlecce NieYeHUs OCTaoTCA HASKMMU UIN HEe U3MEHSIHOT-
CS MO CPaBHEHUIO C UCXOAHBIMK, He0BX0AUMO onpeaenuTb akTUBHOCTL MHMMBUTOPOB K chakTopy VIII u dakTo-
py Bunnebparga.

HasHaueHne nekapcTBeHHOW Tepanun npu 3aboneBaHUsIX CUCTEMbI OPraHOB KPOBETBOPEHUS U KPOBU
NpoBOAWT Bpay-remaTtonor Ans peLleHns Bonpoca obbema reMoctaTu4eckomn Tepanun.

BHyTpMBeHHOe BBEAEHWE NeKkapCTBEHHbIX CPeACTB OCYLLECTBNSET MEAULMHCKUA NepcoHan cTauMoHapa.

Mpuem (ocMoTp, KOHCYNbTaLMIO) Bpaya-rmHeKosiora NoBTOPHbBIA MNPOBOAAT NaLMeHTKaM C FMHEeKONoru-
yeckow natonornen. Mo NokasaHMsAM HasHayaroT TMCTEPOCKOMNMUIO U YNbTPa3BYKOBOE MUCCreAoBaHE MaTKU U
npuaaTKos.
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Mpuem (oCcMOTpP, KOHCYMbTaLMiO) Bpavya-OTOPUHOMAPUHIoNora MOBTOPHBIA NPOBOAAT MauneHTaMm ¢
HOCOBbBIMW KPOBOTEYEHUSIMMU.

Mpuem (ocMoTp, KOHCYMbTaLMIO) Bpaya-cToOMaTosiora MoBTOPHbIA NPOBOAAT NauueHTam npyn Heobxoau-
MOCTW yaaneHus 3yboB.

Mpuem (O0CMOTP, KOHCYNbTaLMIO) BpadYa-xvpypra noBTOPHbLIA NPOBOASIT BCeM OOMbHBIM NPU Hanuy4um
KMMHUYECKUX MPOSIBNEHWUA XKeNyAoUYHO-KULLIEYHOro KPOBOTEYEHWS, a Takke Mpu MOoJO3PEHUN Ha OCTPpY
XUPYPryeckyto NaTonornio: OCTPbIA anneHAnLUT, OCTPbLIA XONELMCTUT, KPOBOU3NUAHME B BPLIKENKY, KULLEeY-
HYI HEMPOXOAUMOCTb, YLLEMITEHHYIO IPBDKY.

Mpuem (oCcMOTp, KOHCYMbTaLMI0) Bpava-opToneaa NOBTOPHLINA NPOBOAAT NPU OBLUIMPHBIX reMapTpo3ax,
COMPOBOXAAKLUXCS NPU3HAKaM1 HapyLUEHUA NOABUXKHOCTM CYCTaBOB, 1 MPY NOAO3PEHUN Ha BHYTPUCYCTaB-
Hble Nepenombl.

Mpuem (ocMoTp, KOHCYNbTaLMIO) Bpada-HeBponaTonora NoBTOPHLIA NPOBOAAT GOMbHLIM MNPU HanNU4Un
KMMHUYECKUX NMPU3HAKOB KPOBOWU3MNUSHWS B FOMOBHOM UM CMIMHHOM MO3T, NMpU LUPKYNSTOPHON aHUedanona-
TN 1 BepTebpobasmnsapHoi HedoCTaTOYHOCTH.

O3odparoractpogyoeHOCKONUI0 NPOBOAAT BceM GOMbHBEIM MpWY NOAO3PEHUM Ha KpoBOTeYeHue w3
xenyaka unu 12-nepcTHom KULWKK.

PeKTopoMaHOCKOMUIo U TONCTOKNLLEYHYH 3HAOCKOMNMIO MPOBOAAT BOMbHBLIM NPY NOAO3PEHUU Ha KPOBO-
TeYeHne U3 TOMNCTOro KULEYHMKA.

KomnbloTepHyto ToMorpadmio ronosbl  MarHUTHO-pE30HaHCHY TomMorpaduio LieHTparnbHOW HePBHOW
CUCTEMbI 1 FOMIOBHOIO MO3ra NpoBOoAAT NPy NOA03PEHUN Ha KPOBOU3MUAHNSA B FOMOBHON UMW CIIMHHON MO3T,
npu TpaBmax rofioBbl, 0611aCT CMHLI U LLEN.

4.4.4 Tpe6oBaHUA K NNeKapCTBEHHOW NOMOLLU CTaLlMOHAPHOW

TpeboBaHuWA K NekapCTBEHHOW NOMOLLM CTaunoHapHo npeacTasneHsl B Tabnvue 9.

Tabnwuuya 9— JlekapcTBeHHasi NOMOLLb CTauMoHapHast

AHaTomo-
®dapmako- TepanesTuye- OpueHTupo- OKBMBanNeHT-
MesxayHapoaHoe HenaTeHToOBaHHOe YacTtoTa
TepanesTuie- CKasi BOYHaA AHEBHAsA| HadA KypcoBas
HaumMmeHoBaHue Ha3HavYeHus
CKas rpynna XnMmu4veckas Aosa [o3a
rpynna
Cpegctea, BNMsIOWMNE HA KPOBb 1 — —
PakTopbl CBEPTbLIBAHNS KPOBU 1 — —
dakTop ceepThiBaHms kposu VI 0,5 3000 ME 6000 ME
- daktop ceepTbiBaHus kpoeu Vlll/dakTop
BunnebpaHga 0,5 3000 ME 6000 ME
OnTakor-anbda (aKTUBMPOBaHHbIN) 0,05 7 mr 21 mr

4.4.5 XapaKTepucTUKU anroputMoB U oco6eHHoCTeN NPUMEHEHUs MeguKaMeHToB

OCHOBHbBIM NPUHUUNOM NedeHns bonesHn BunnebpaHoa siBnsieTcs 3amecTuTenbHasl Tepanust cpea-
CTBaMu, BAMSAIOLWMMUN Ha KPOBb, Asi 3TOro UCNonbaytoTcs dakTopbl cBepTbhiBaHua kposu VI, cogepxalume
dpaktop Bunnebparga.

Ons neyeHns 6onesHn BunnebpaHaa npumeHsOT ceaytowe npenapatbl: hakTop cBepTbIBAHUA KPO-
Bu Vlll/cbakTtop Bunnebpanga (Wilate, Octapharma, Mepmanus, LWseuus), dakropbl cBepThiBaHNst kKposu VI
(Immunate, Baxter Bio Science, Asctpusi; Emoclot D.l., Kedrion, Utanus; Octanat Octapharma, Mepmarus,
LWeeuwns;; Haemoctin SDH Biotest, Mepmanus).

B npenapate Immunate (Baxter, ABcTpua) cooTHowweHue cakTopa BunnebpaHaa k hakTopy ceepTbiBa-
Hus kposwu VIl 0,6. MpenapaT nMmeeT odumumanbHbie NokasaHus K NpUuMeHeHuio Ang neveHus 6onesHn Bun-
nebpanga.

Mpenapat Wilate (Octapharma) paspabotaH cneuuanbHo Ans nedexHus 6onesHn Bunnebpanga u
conepxunt daktop BunnebpaHga B cooTHoweHUM ¢ chakTopom ceepTbiBaHuns kposu VI 1:1 (ypoeHb yoeaun-
TenbHOCTU AokasaTtenbeTaa A).

PacueT konu4yecTsa npenaparta NnposoasaT no cdopmyne (1).

Mpu NpoaomKUTENBLHOW MEHOpparnM NnoaaepkaHue remoctasa npu 6onesHn BunnebpaHaa npoBoauT-
¢ nocpeAcTBOM BBeAeHUs hakTopa ceepThiBaHus kposu VI, cogepkawero dpaktop BunnebpaHaa, kaxasle
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12 y (ypoBeHb paktopa VIl nepeg NoBTOPHOW UHBbEKLMER He AormKkeH BbiTb Hke 40 % — 50 %) Ao nonHown
OCTaHOBKW KPOBOTEUEeHUs, Aanee — noaaepxunsarLias Tepanusi B TeUeHne nNatyu AHen ¢ MHTepsanom 24 y.

Mpu XenyQouyHO-KULLEYHOM KPOBOTEYEHWU nogdepxkaHue remocrtasa npu 6onesnu BunnebpaHga B
nepBble CyTKM NpoBoanUTcA BBegeHneM caktopa ceepTeiBaHus kposu VI, cogepxaluero dakrop BunnebpaH-
Aa, kaxable 12 4 (ypoBeHb hakTopa nepes NoBTOPHON UHBbeKUMEN He AormkeH 6biTb Huke 80 %) Ao nonHown
OCTaHOBKW KpOBOTEYEHWs], Aanee — noadepXunsaroLlas Tepanns B TeUeHne cemn gHel ¢ MHTepBasnom 24 v,

Mpn KPOBOU3NUAHNM B FTONIOBHOW WM CNWHHOW MO3r NnoadepXaHue remocTtasa npu 6onesHu Bunne-
6panga npoBoguTCs Nocpe4cTBOM BBeAeHUs hakTopa cBepThiBaHuUs kposu VI, cogepxalyero coakrop Bun-
nebpaHaa, kaxgble 8 4 (ypoBeHb hakTopa nepea NOBTOPHOW MHBbEKUMENA He AormkeH 6biTb Hke 80 %) Ao
MOITHON OCTaHOBKN KPOBOTEYEHUS, Aaree — nogaepXusaoLlas Tepanus B TedeHue 15 gHel ¢ uHTepsanom
24—48 u.

Bo Bpems xupypruueckux BmMellaTensCTB U B Nepsble ABOE CYTOK Mocrie onepauun noanepxaHue
remocrasa ocylecTBnsieTcs nytem obecnedeHus yposHs cdakropa Vil ot 80 % ao 100 %, a B nocneonepauu-
OHHBIA Nepuod — 50 % [0 3axuBReHUs paHbl. Arperauuio TpPOMOGOLMTOB, MHAYLMPOBAHHYIO PUCTOLIETUHOM,
cnegyet nogaepxusatb oT 80 % Ao 100 %.

Bo Bpems gnuTtensHon remoctaTndeckon Tepanum yposeHs cakTopa VIl y naumneHTa Ha choHe neyeHus
He gorkeH npesblwaTe 150 %. Y 60MbHbIX C BBICOKAM PUCKOM PasBUTUS TPOMBOTUYECKNX OCMOXHEHWIA NMpU
AOCTWXEHNU HOpPManbHOro reMocTasa Ha (hoHe NeYeHns cnegyeTt HaunHaTb UX NPodUnaKTuKy Hedpakumo-
HUPOBAHHbLIM UIN HU3KOMOSEKYAPHBLIM rernapuHoM.

UmetoTcs AaHHble (YpoBeHb ybeautensHocTM gokasaTenbcTsa C) 06 achdekTUBHOCTU He3ameanuTeNb-
HOro MpYMeHeHuUs nNpenapara snTakor-ansdga (akTMBMPOBaHHEIA) NPW KPOBOU3MUSIHUSIX B MO3T BMECTO BBefe-
HUS bakTopoB cBepThIBaHWs kpoBK VIII. 3nTakor anbda (akTMBMPOBaHHEIN) BBOAUTCSA B A03e 90 MKI/KI Macchbl
Tena. Mpu HeobxoANMOCTIN 403y MOXKHO NOBTOPSAThL Yepes Kaxable ABa Yaca A0 YETKOro KIMHUYECKOTO yiyY-
LUEeHWS UK cTabrnnusaummn cocTosiHNS 60rbHOrO.

IledyeHne geten NPoBOAAT NO CXxeMe NneveHust B3pochblX. Mpu KMWeEeYHbIX KpOBOTEYEHUsX Heobxoanma
TONCTOKMLWEYHast S3HOOCKOMUS.

4.4.6 TpeboBaHUA K Ha3HaYeHUIO KOHCEPBUPOBAHHOM KPOBMU 4enoBeka U ee KOMMOHEHTOB B
yCroBUAX cTauMoHapa

TpeboBaHWs kK HasHa4YeHUIO KOHCEPBUPOBAHHOM KPOBM YETIOBEKa U ee KOMMNOHEHTOB B YCNOBUSIX CTaLu-
OHapa npeacTasneHsl B Tabnuue 10.

Tabnwuya 10 — TpeboBaHWs K HA3HA4YEHWIO KOHCEPBUPOBAHHON KPOBM YEIOBEKA U €€ KOMNOHEHTOB B YCINOBUSIX CTa-
LuoHapa

HaumeHoBaHue KOMMNOHeHTa KpoBK Yacrorta npegocrasneHus CpeAHee KONu4ecTBo

Mnasma cBexe3amMopoXeHHas U3 4o3bl KPOBY 0,2 10 po3

4.4.7 XapaKkTepuCTUKA anropuTMoB U 0COGeHHOCTEeN NMPUMeHeHUs1 KOHCEepPBUPOBaAHHOW KPOBU
YyenoBeKa U ee KOMMOHEHTOB

B aKCTpeHHbIX cuTyaumsix, Npu oTCyTCTBUM chakTopa ceepTbiBaHust kpoeu VI neveHne MoxeT npoBoanTb-
CSl CBEXE3aMOPOXEHHOW KapaHTUHWU3MPOBaHHOW NNa3Moi (YpoBeHb yoeauTenbHOCTU AokasaTenbcrea B) ns
pacyeta 10 — 15 mn/kr maccel Tena, uHTepean eeeaeHust 24 4. Kputepuin acdpcekTMBHOCTU — ocTaHOBKa Unn
YMeHbLUEHNe NHTEHCUBHOCTU KPOBOTEYEHUS.

4.4.8 TpebGoBaHusA K peXXumy TpyAa, OTAbIXa, IeYeHUA Unu peadunurayumn

OrpaHuyeHne uan4eckUx Harpy3ok B nepuog NosiBlIieHUsi reMopparn4eckoro cuHApoma.

4.4.9 TpeboBaHuA K yxoay 3a nauneHToOM U BCNoMoraTernbHbIM npoueaypam

CneumanbHble TpeboBaHUs OTCYTCTBYIOT.

4.4.10 TpeboBaHUA K AUETUYECKMM Ha3Ha4YeHUSIM U OFPaHUYEHUSIM

CneumarnbHble TpeboBaHUs OTCYTCTBYIOT.

4.4.11 Oco6eHHOCTU UH(DOPMUPOBaHHOTO JOGPOBONLHOIO cornacus NayueHTa Npy BbINONHe-
HUU NpoTOKoNa BeAeHUA GONbHBbIX U AoNoNHUTeNLHas UHdoOpMauUMa ANA NaUueHTa U YNeHOB ero
ceMbM

20



roCT P 52600.1—2008

NHpopmmpoBaHHoe Ao6poBobHOE cornacvue nauneHT AaeT B MMCbMEHHOM Buae. [ononHUTensHyo
nHcopmaLMIo ANs NauneHTa U ero 3akoHHOro npeAcTaBuUTens npuseaeHsl B NpunoxeHnax B u .

4.4.12 MpaBuna U3MeHeHUsi TpeGoBaHMI NpPU BbIMNOMIHEHMM TMPOTOKONa M nNpeKkpalieHue
AelcTBusa Tpe6oBaHui NnpoTokona

Mpn BbISIBNEHNA NPU3HAKOB Apyroro 3aboneBaHusi, Tpebyrowero NpoBeAeHUA OUArHoCTUHECKUX U
nevebHbIX MepPOnpPUATUA, HapPAaY C NpU3HakamMu reMonMm MeaULIMHCKYHO NOMOLLL NaLMeHTy oKasbisaloT B
COOTBETCTBUN C TpeGoBaHMAMU NPOTOKOMa BeAeHNst BOMbHbIX C BhIABNEHHEIM 3aboreBaHnem.

4.4.13 Bo3MOXHble UCXOAbI U UX XapaKTepucTUKa

BoamoxHble ucxoabl 6onesHy Bunnebpanaa npu Mogenn 4 U Mx xapaktepucTuka npeactasneHsl B Tab-
nuue 11.

Tabnunuya 11 — Bo3aMmoxHble ucxoabl 6onesHn Bunnebpanaa npu mogenu 4 n ux xapakrepucTmka

OpueHTUpoBOYHOE
HaumeHosaHne Yacrota MpeemMCTBEHHOCTL U 3TANHOCTL
o Kputepun n npusHaku BpeMA AOCTUXEeHUSA M
nexona passutusi, % oKasaHus MeauLMHCKON NOMOLLU
ucxona
YnydweHnue 80 MMonHoe npekpalieHne KpoBO- 24 4 Mepexod K NPOTOKONY COOTBET-
COCTOAHUA TeYeHus, ncuesHoseHne 6oneso- cTByloOLero 3aboneBaHus
ro CuvHApoOMa, BOCCTaHOBIEHMWE
yHKLMM opraHa
OTtcyTCcTBME 19,999 OTcyTCTBME NPWU3HAKOB OCTa- 24 4 JlaGopaTopHbIf KOHTPOIb YPOB-
acbhekTa HOBKM KPOBOTEYEHUS Hs1 cpakTopa VI, puctouetuHko-

(hakTopHOM aKTMBHOCTW, arpera-
uum TpoM6OLMTOB, UHAYLIMPOBaH-
HOM PUCTOLETUHOM, aHTureHa
daktopa Bunnebpanga, wuccne-
AoBaHue uHmbutopa. Mpu Hanm-
uum  uHMbMTOpa — nepexoa K
moaenu 4.5.

Mpn otcytctBAM  MHIMGUTO-
pa — npogonxeHwe remocraru-
4eCKOW Tepanum B COOTBETCTBUM C
[AAHHOW MOAENbIO

Passutne 0,001 MosiBneHune ocnoxHennn, obyc- | Ha nio6om atane Mepexoa k NpoTokony BeAeHUsI
ATPOreHHbIX TIOBMEHHbLIX NPOBOAUMON  Tepa- 60MnbHbIX C COOTBETCTBYIOLLUM 3a-
OCMNOXHEHWUN nuen, HanpuMep, annepruyeckan GoneBaHnem

peakums

4.4.14 CTOUMMOCTHbIE XapaKTepUCTUKU NpoToKkona
CTOUMOCTHbIE XapaKTepucTuku onpeaensioTca cornacHo TpeboBaHUAM HOPMaTUBHBLIX AOKYMEHTOB,
YTBepPXAEHHbIX B YCTAHOBNEHHOM nopsike.

4.5 Mopgenb nauueHTa

Hoszonornyeckas cdopma: 6onesHs BunnebpaHaa

Craaus: coctosiHue, Tpebylollee rocnuTanusauum

da3sa: KpoBoTeYEHUE UM KPOBOU3NUAHUE No6Gol nokanusauuu

OcnoxHeHue: HanM4mne MHrM6UTOPOB K thakTopy BunnebpaHaa unu cdaktopy VIl

Koa no MKB-10: D68.0

4.5.1 Kputepuu n npusHaku, onpegensiiowjue Moaenb NauueHTa

CocTrosiHMe nauMeHTa OOIDKHO YAOBNETBOPSATL CeaYoWNM KPUTEPUsIM U NpU3Hakam:

- KnNuHUYeckne nposieneHust bonesHn BunnebpaHaa — KPOBOTEUEHUE WNKU KPOBOW3NUAHWE OGO
noKanuMsauuu;

- Hanuume UHrMGUTOPOB K (hakTopy Bunnebpanaa unu dakropy VIIl.

4.5.2 TpeGoBaHUA K NNeYeHUI0 CTaLUOHApPHOMY

MepeyeHb MeAULIMHCKUX YCIIYT K SlIeYeHUio cTauuoHapHOMY NpeacTaBneH B Tabnuue 12.
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Ta6nwunua 12— JleyeHne ctaumoHapHoe

Kon MY Hauwerosanye MY peaoerasnerA| BomOE
B01.005.02 Mpuem (0cMOTP, KOHCYNbTaLUUS) Bpada-reMaTonora NOBTOPHbINA 1 3
A02.12.002 MamepeHnne apTepranbHOro AaesneHns Ha nepudepuHecknx aprTepusax 1 3
A02.10.002 MamepeHue yactoTsbl cepguebuennn 1 3
A02.09.001 MamepeHne yacToThbl AbiXaHus 1 3
A11.05.001 Basitne kpoBm 13 nanbua 1 2
A09.05.003 WccnepgoBaHnne ypoBHsi o6Liero reMorno6uHa Kpoeu 1 2
A08.05.003 WcenegoBaHue ypoBHS 3pUTPOLMTOB B KPOBU 1 2
A08.05.005 WccnepgoBaHnne ypoBHsi TPOMGOLIMTOB B KPOBY 1 2
A11.12.009 Basitne kpoBu 13 nepudepryeckon BeHbl 1 2
A12.05.042 AKTMBMpPOBaHHOe YacTuyHoe TpombonnactuHoeoe Bpemsi (AYTB) 1 2
A12.05.027 OnpegenexHne NpoTPOMOMHOBOIO (TPOMBONNACTMHOBOIO) BPEMEHU B

KPOBW UK B Nnasme 1 2
A09.05.194 Onpegenenne aktuBHocTu dhaktopa V| 1 2
A12.05.052 OnpegeneHre akTMBHOCTU MHMBUTOPOB K chakTopy VIII 1 1
A12.05.053 OnpegeneHve akTMBHOCTU MHIMBUTOPOB K chakTopy IX 0,1 1
A11.12.003 BHyTprBEHHOE BBEAEHME NEKAPCTBEHHBIX CPEeACTB 1 2
A16.04.002 TepaneBTu4eckas acnupaumsi COAEpPXXUMOro cyctasa 0,1 1
A16.08.006 MexaHn4eckasi 0CTaHOBKA KPOBOTEYEHUA (NepeaHss U 3aAHAs TaMNoHa-

Ja Hoca) 0,2 1
A06.04.006 PeHTreHorpadumsi KoneHHoro cycraBsa 0,1 1
A06.04.004 PeHTreHorpadusi NOKTEBOro cycTaBa 0,1 1
A06.04.015 PeHTtreHorpadvsi nne4eBoro cycrasa 0,1 1
A06.04.016 PeHTreHorpadusi 6egpeHHoro cycrasa 0,1 1
A06.04.017 PeHTreHorpadvsi roneHoOCTONHOrO cycraBa 0,1 1
A04.04.001 YnbTpa3ByKkoBOE MCCnegoBaHMe CyCTaBoB 0,1 1
A04.01.001 YnbTpasBykoBOE MCCregoBaHUe MSIKUX TKaHen 0,1 1
A04.28.001 YnbTpasBykoOBOE NCCNEfoBaHUE NOYEK 0,1 1
A04.28.002 YnbTpasBykoBOE NCCNE[OBaHUE MOYEBOIO NYy3bIPA 0,1 1
B03.016.06 AHanma moun o6Lwmi 0,1 1
B01.001.02 Mpuem (0OCMOTP, KOHCYIbTaLUSA) Bpa4a-rmHeKonora NoBTOPHbLIN 0,5 1
B01.028.02 Mpuem (0CcMOTp, KOHCYNbTaLUS) Bpa4a-OTOPUHONAPUHIONOTa NOBTOPHLIN 0,6 1
B01.053.02 Mpuem (0OCMOTP, KOHCYIbTaLUS) Bpaya-yponora noBTOPHLINA 0,1 1
B01.067.02 Mpuem (0CMOTP, KOHCYNbTaLMs) Bpa4a-cToMaTonora xvpypra noetop-

HbIN 0,2 1
B01.057.02 Mprem (0CMOTP, KOHCYNbTaLUUsl) Bpaya-xmpypra NOBTOPHbLIN 0,5 1
B01.050.04 Mprem (0CMOTP, KOHCYNbTaLUUsl) Bpaya-oproneaa noBToOpHbIN 0,1 1
B01.023.02 Mpviem (0CMOTP, KOHCYNbTaLUUsl) Bpaya-HEBPONATONOra NOBTOPHLIN 0,1 1
A03.19.002 PekTropomaHockonusi 0,05 1
A03.18.001 ToncToknweYHas aHA4OoCKoNust 0,05 1
A03.16.001 O3odharoracTpogyoaeHoCKonus 0,1 1
A06.03.002 KomnbloTepHasn Tomorpadusi ronosbl 0,01 1
A05.23.002 MarHnTHo-peaoHaHcHas Tomorpadmsi LeHTPanbHON HEPBHOW CUCTEMBI U

ronoBHOro Mo3ra 0,01 1
A13.30.003 Meuxonornyeckasn agantaums 1 1
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4.5.3 XapaKTepuCTUKW anropMTMoB U 0co6eHHOCTel BbINONMHEHUA HeMeAUKaMeHTO3HOW NOMOLUU

Mpu npueme (ocMoTpe, KOHCYNbTaLMKN) Bpada-reMatornora noBTOpHOM U cbope kanob 6onbHoro obpa-
WwaT BHUMaHUe Ha 3deKTUBHOCTL MPOBOANUMON 3aMeCTUTENbHON Tepanun: 0CTaHOBKa UMW YMeHbLUeHue
KpoBOTeYeHus1, ymeHblueHue 6onu, BoccTaHoBNeHWe (byHKLMM opraHa, oTMevatoT nosiBfieHre anneprudec-
KUX peakLuii, BbISIBNAIOT HEOBXOAUMOCTbL KOHCYNbTauWUM ApYrMx cneumnanucTos.

OcMOTp NpoBOAAT eXeAHEBHO A0 NOSIHOW OCTAHOBKM KPOBOTEYEHUS.

Baatue kpoBu U3 nanbLa n us nepudepuyeckoil BeHbl NPOBOASIT CTPOro Hatolak. 3abop KpoBu Ans
ncecneaoBaHusi remocTasa NpoBoaAT 6e3 MCNoNb3oBaHUs NPULLA U C pacnyLUEeHHBIM XIYTOM, Jy4Lue UCTOoSb-
30BaTb BaKyyMHble NPoGUpKN.

M3mepeHne apTepuanbHOro AasneHns Ha nepudepudeckux apTepusix, UaMepeHue 4yacToThl cepaLebu-
€HUs1 1 ablXxaHusi NPOBOAAT ANsA oUeHKn obLero cocTosiHUSA GOMbHOrO.

WUccnegosaHue yposHA obLero reMornobuHa, apuTpoLMToB, TPOMBOLIMTOB KPOBM NPOBOAAT NpU Anu-
TeIIbHOM KPOBOTEYEHUN ANA UCKNIOYEHUA aHeMuK, TpobounToneHun y 6onbHoro.

Onpepenenne aktueHocTu chakTopa VI, nHrnburopa k dpaktopy VIl u pakropy BunnebpaHaa, aktueu-
pPOBaHHOIo YacTU4YHOro TpombonnacTuHoBoro BpeMeru (AYTB), npoTpoM6uHOBOrO (TPOMBOMNACTUHOBOIO)
BpeMeHU B NnasmMe, NPoBOAAT ANA KOHTPoNA 3a 3¢heKTUBHOCTLIO Tepanuu.

BHyTpuseHHoe BBeAeHWe hakTOpOB CBEPTLIBAHWUSI KDOBU OCYLLECTBASIET MEAULIMHCKUIA NepcoHar.

PeHTreHorpacuio cyctaBoB NPOBOAAT NPYU remapTpo3ax Ans onpeaesnieHusl opraHnyeckux UsmMeHeHun
KOCTHBIX CTPYKTYP.

YnbTpa3BykoBoe UCCNeAoBaHUE CYCTaBOB MPOBOASAT NpuW reMaptpos3e Ans onpegeneHus obbema
N3MNBLLIENCH KPOBU, COCTOAHNA CUHOBWNANbHOM 060OYKM cycTasa, NPU3HAKOB CAABIIEHUS] OKPYXaIOLLMX TKa-
Heln 1 AN KoHTpons 3a addeKTUBHOCTbIO reMocTaTU4ecKon Tepanuu.

TepaneBTUYECKYIO acnvpauuio COAePXXMMOro cycTaBsa NpoBoAsAT Npy 6oMbWNX HaNPsPKEHHbIX remap-
TPO3ax, CONPOBOXAAIOLUMXCSA BblpaXKeHHbIM 60MeBbIM CUHAPOMOM BCreACTBUE PacTAKEHUs Kancyrbl cycTa-
Ba U3MUBLLUENCS KPOBbLIO.

MexaHuyeckyto OCTaHOBKY KpOBOTeYEeHNs (NepefHIo 1 3afHI00 TaMnoHaay Hoca) NPOBOASAT MNP HOCO-
BOM KpoBoTeueHuu. [Nocne npekpalleHs KpoBOTEYEHNS TAMMOH OCTOPOXHO yAansioT.

YnbTpa3ByKkoBOE NcCcrefoBaHWe MArkUX TKaHe MPOBOAST C LIefbio KOHTPONSA 3a pa3MepamMy reMmaToMbl
Ha ¢poHe NPoOBOANMOro NeYeHuUs.

YnbTpasBykoBoe MUCCrefoBaHMe NoYek 1 MOYeBOro nysbips MPOoBoAsT Y BONbHLIX C reMaTtypuen npu
nogo3peHN Ha NaToNornio MOYEBLIAENUTENbHOM cucTeMBI. Mpu aToM BonbHOMY HeoBXoaMMa KOHCYNbTauus
Bpava-ypornora.

AHanuMs Mo4u NPOBOAAT NPW HANMUYUU reMaTypuUmn A51A KOHTPOMS ee MHTEHCUBHOCTY Ha hoHe remocTaTu-
Yeckon Tepanuu.

Mpuem (0CMQTP, KOHCYbTaLMI0) Bpada-ruHeKonora noBTOPHbIA MPOBOAAT 6OMbHLIM NPU HAMUYUN HEeKY-
nMpPyeMon MeHopparum 1 KIMHUYeCKUX NPU3HaKOB KPOBOU3NUSIHUS B OpraHbl Maroro Tasa.

Mpuem (0cMOTP, KOHCYMbTaLUi0) Bpaya-oTOPUHONAPUHIONora NoBTOPHbLIA NPOBOAAT GOMbHBEIM NpuU
HanMynmM HOCOBOTO KPOBOTEYEHUS.

Mpuem (ocMOTP, KOHCYNbTaLUO) Bpava-yporiora NpoBogaT B cliydae rematypum npyv nogos3peHnu Ha
naTosiormio MoYeBbIAENUTENbHOM CUCTEMDI.

Mpuem (0CMOTpP, KOHCYNbTaLNS) BpaYa-cTOMaTonora Xxmpypra noBTOpHbIA Heo6xoamMm BonbHBIM € gec-
HEeBbIMW KPOBOTEYEHUSIMU UMK NPU MOArOTOBKE K SKCTpaKLn 3yHoB.

Mpuem (0CMOTp, KOHCYMbTaL M) Bpava-xnpypra noBTOPHbIA NPOBOASIT NPU KENYAOYHO-KMLLEYHBIX KpOo-
BOTEUYEHUAX, OBLUMPHBIX reMaToMax, CONPOBOXAAIOLWMNXCS cAaBIIEHNEM OKPYXXatloLUMX TKaHelh Ans peLueHus
BoMpoca 0 HeoBXOAMMOCTU XMPYPrMieckoro BMeLLaTeNbCTRa.

Mpuem (oCcMOTpP, KOHCYNbTaLUNO) Bpada-opToneaa NOBTOPHLINA MPOBOAAT NPY 0BLUMPHEBIX remapTposax,
COMPOBOXAALWNXCA MPU3HaKaMn HapyLLeHWUA NOABMKHOCTU CyCTaBOB U NpU NOAO3PEHUN Ha BHYTPUCYCTaB-
Hble nepesioMsbl, NPy 3TOM NPOBOAUTCSI peHTreHorpadua cycTasa.

Mpuem (ocMOTpP, KOHCYbTAaLMIO) Bpaya-HeBponaTosiora NnoBTOPHbIA NPoBOAAT BOMbHBIM NP HaNUHNK
KMUHUYECKUX MPU3HAKOB KPOBOW3MUAHUSA B FONOBHOW UMM CMIMHHON MO3T.

OsodparoracTpogyoAeHOCKONUo NPOBOAAT BCeM BOSbHBIM € XXenyAoUHO-KULLEYHBIM KPOBOTEYEHUEM.

PeKkTopoMaHOCKOMuio U TONCTOKULLIEYHYHO 3HAOCKOMMUIO MPOBOAAT MPW NOA03PEHUN Ha KPOBOTEYEHNE U3
TONCTOro KNLWEeYHUKa.

KomnbloTepHyto Tomorpaduio ronosbl 1 MarHUTHO-PE30HAHCHYH0 ToMorpaduio LieHTparbHON HepBHOM
CUCTEMBbI U rofIOBHOro Mo3ra NPoBoAAT Npy NOAO3PEHNA Ha KPOBOUSNUSIHUST B FOMOBHOM UM CMIUHHOWA MOST.

Llenb npoBOoAUMON NCUXONOrM4ecKon aganTtaumm 3aknodaeTcs B yoexaeHn naumeHTa B TOM:

- yTo 3abonesaHne HaHOCUT yepb ero 340POBbLIO, MOSTOMY OH HYXXAAEeTCs B fIeYeHUM;

- 3a6oneBaHue He NPeACTaBMsAET Yrpo3y ero X13HM Npu agekBaTHoN Tepanuu;
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- 3aBoneBaHune NpuBeaeT K HeoBXoAUMOCTH U3beraThb GOMbLUMX (HUINYECKUX HATPY3OK U CUTYaLIMIA, CBSI-
3aHHbBIX C TPAaBMaTU3MOM.

4.5.4 Tpe6oBaHUs Kk NeKapcTBEHHOW NOMOLLU CTaLUOHapPHOWN
TpeboBaHus K NekapCTBEHHON NOMOLLUM CTaUMoHapHOK NpeacTaBneHsl B Tabnuue 13.

Tabnwuua 13 — JlekapcTBeHHasi NTOMOLLb CTaUMOHapHasi

AHaTomo-
Papmako- TepanesTude- - -
P P MexayHapoaHoe HenaTeHTOBaHHOe YacroTa OpuekTipo SKBUBanSHT
TepanesTude- cKas BOYHaA OHEBHasA| Has KypcoBas
HaunMeHoBaHue Ha3Ha4eHus
CKas rpynna XUMU4ecKas aosa aosa
rpynna
CpegcTea, BNMsiOWNE Ha KPOBb 1 — —
PakTopbl CBEPThIBAHUS KPOBU 1 — —
— OkTokor anbda 0,95 8400 ME 16800 ME
Onrakor-aneda (akTMBUPOBaHHbIN) 0,05 7 mr 21 mr

4.5.5 XapaKTepuCTUKU anropuTMoB U ocobeHHoCTen NPUMEeHEeHA MeauKaMeHToB

OCHOBHBIM NPUHLUMNOM KYMMPOBaHWUSA reMopparmyecknx NposiBNeHnn y 60MbHBIX € HUSKUM YPOBHEM
aHTUTenbHOro oTBeTa (MeHee 5 eanHul beTesaa) ABnsieTCs CBOEBPEMEHHasA afekBaTHasi 3aMecTUTe bHas
Tepanua cpeacTtsamMu, BAMSIIOLWMMUN Ha KPOBb, A1 YEro UCMoNb3yeTCsl OKTOKOr anbda (PekoMOUHaHTHbINA
dakTop ceepThIBaHus kpou VIII) (ypoBeHb ybeanTenbHOCTM dokasaTenbcTBa C) nnu Tepanusi npenapatoM
anTakor-anbda (akTMBMPOBaHHEIN), KOTOPbIA obecrevMBaeT reMocTas 3a CYyeT LWYHTUMPYLWNX nyTen
(yposeHb y6eauTensHocTu AokasaTtenscTea C).

OkTokor anbda (pekoMbuHaHTHBIN hakTop cBepThiBaHUA kpoBu VIII) Ans ocTaHOBKM KPOBOTEYEHUI
BBOAMWTCS B A03aX, NpeBblatollmx obbluHble B 2 — 3 pasa.

PacueT KonuyecTtsa npenapaTta nposoaAT rno dopmyne (2).

Mpu MeHopparusx, reMmapTpo3ax, HOCOBbIX KPOBOTEUYEHUSX, HEBOSbLLIMX MOBEPXHOCTHLIX remaTtomax,
remMaTtypumn, Manbix XMpyprudeckMx BMellaTenbcTBax ypoBeHb (hakTopoB CBEpPThIBAHUS AOIDKEH BbiTb BOC-
nonHeH o 40 % — 50 %, npy 0BLIMPHBIX reMaToMaX, KeNyA0OUHO-KALIEYHbIX KPOBOTEYEHMUSIX, UHBA3UBHBIX
XUpYypruyecknx BmellaTenscTeax (B TOM yncne ctomatonorndeckux) — ao 60 % — 80 %, npu KpoBOU3NUA-
HWsIX B FOMOBHON 1 ciMHHOMU MO3r — 10 80 % — 100 %.

Mpu MeHopparusix, remapTpo3ax, HOCOBbLIX KPOBOTEYEHUSIX, HEDOMbLUMX MOBEPXHOCTHBLIX reMaTomax,
remaTypum oKTokor anbga (pekombuHaHTHLIW thakTop cBepThiBaHuA kposu VIII) BBogutcs B nepeble CyTKU
Kaxable 12 4. BO3MOXHO NpoAOoSPKEHME Tepanuu B TedyeHue 5 — 7 AHel ¢ BBegeHWEM npenapaTa Kaxable
24 4 no npekpalleHnst KPOBOTEHEHUS.

Mpu xnpypruyeckux ManovHBasmMBHbIX U CTOMATONIOMMUYeckUX BMeLllaTenbCcTBax (yaaneHne ot ogHoro
0o Tpex 3yboB) okToKkor anbda (pekombuHaHTHLIA hakTop cBepThiBaHus kposu VIII) BBoauTca 3a 30 MUH Ao
MaHUMynsuuK, 3atem Kaxable 12 4 B TeyeHune nocrieonepauuoHHOro nepuoaa 4o nofHoro 3a>KUBeHUs paHsbl.

Mpu nogo3peHunn Ha 3abploLMHHYI0 reMaToMy BBeAeHWe npenapara oKToKor anbga (peKoMBUHaHTHOro
dakropa ceepTbiBaHUA Kposu VIII) B nepBble cyTkn npoBoAnTCA Kaxable 8 4. BoamoxHo npoAomkeHue tepa-
nun B TeueHne 7—10 aHel ¢ BBeeHUEM npenapata kaxable 12 4 Ao npekpalleHust KpOBOTEYEeHUSA.

Mpu xenygo4HO-KULLIEYHOM KPOBOTEYEHUU, MPU NOAO3PEHUN HA KPOBOU3MUSIHAE B FOSIOBHOW NN CNUH-
HOM MO3I UMK APYIUX XU3HEYrpoXaloWmnX KPOBOTEUEHUAX BBeAeHNe npenapaTa okTokor anbda (pekombu-
HaHTHoro cpakTopa cBepTeiBaHUsi kposu VIII) gormkHO BbITh HavaTo HesameanuTensHo. MNpenapaTt BBOAUTCA
Kaxable 8 4 B TeueHne nepsbIX CyToK. BO3MOXHO NpodomkeHue Tepanum Ao NMorHON 0CTaHOBKN KpoBOTEYe-
HUA B TeveHue 15 gHel ¢ uHTepBanom 12 v.

BmecTo BBeaeHus npenapara okTokor anbga (pekombuHaHTHoro caktopa ceepThiBaHua kposu Vill) ana
KynupoBaHUsi remopparuieckoro cuHapomMa npu 6onesHu BunnebpaHaa, ocnoxkHeHHOW HanuiMeM UHmbutopa
Kk dpakTopy Bunnebparaa unu caktopy VIl ¢ Tutpom uHrmbutopa meHee 5 eanHuy, betesaa, BO3MOXHO Nnpume-
HeHWe npenapaTta a3nTakor-anbca (akTMBUMPOBaHHLIA) (YpoBeHb ybeauTenbHocTU AokasaTenbctBa C).
OpHoBpeMeHHoe Ha3HayeHWe npenaparta oKToKor anbda (pekomMOuHaHTHoro chakrTopa cBepThiBaHUA KPOBU
VIII) u anTakor-anbda (akTuBMpoBaHHOro) HegonycTumo. Mpu HasHaveHun anTakor-anbda (akTUBMPOBAHHO-
ro) nocre BBeAeHWsl NpenapaTa oKTokor anbda (pekombuHaHTHoro dpaktopa ceepTbiBaHus kposu VIII) nHTep-
Ban MexXxay BBeAeHNAMU JOIPKEH COCTaBNAThL He MeHee 24 u.
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Onrakor-anbda (aKTnBMpoBaHHbIN) o6ecrneunBaeT reMocTas 3a cHeT WYHTUPYIOLMX NyTeN, T.e. B 06xo4
Aencteus pakTopa VIII. locToBepHbIX NabopaTopHbIX kKpuTepues achEKTUBHOCTI Tepann He CyLecTBYeT.
OueHka pesynbTaTUBHOCTU Tepanun 6asupyeTca Ha AOCTUXKEHUN KIMHUYeckoro adpdekTa.

EavHMua namepeHust akTuBHoM cybctaHummn anTakor-anbda (akTMBUMPOBaHHOMC) — MUMNUrPaMMBbl.

Mpu MeHopparuax antakor-anbda (akTMBMpoBaHHLIN) BBoAUTCS B Ao3e 90—120 Mkr/kr maccel Tena,
HauMHasa ¢ TpeTbero AHsA KPOBOTEYEHUsI 4O MOJSIHOM ero OCTaHOBKM.

Mpu remapTposax 1 remaToMax MSArkuxX TkaHein neyeHne KPOBOU3NUAHNIA HaYNMHAETCA He3aMeaAnuTeNb-
HO cpasy nocne MosiBNEHUS NepBbIX CUMMTOMOB, anTakor-anbda (akTMBMPOBaHHLIN) BBOAUTCA B O03e
90 mkr/kr Maccbl Tena kaxgble 3 4 40 NonyYeHUst YeTKUX MPU3HAKOB KITMHUYECKOTO YYHLLEHUA: UCHE3HOBEHUSA
60onKn, BOCCTAHOBMNEHNS NOABMXKHOCTA CycTaRa, YMEHbLUEHUS! O0Teka MSIrKUX TKaHeh BOKPYr cycTaBa, yMeHb-
LUEeHWNs1 pa3MepoB reMaToMbl U ee MMOTHOCTU, BOCCTAHOBMNEHUS MOPaXeHHOW (DYHKLIMWU, OCTAHOBKU KPOBOTE-
YeHusl.

Mpw akcTpakummn 3y6OoB 1 MarioMHBa3MBHLIX ONEPATUBHLIX BMELIaTeNbCTBax anTakor-anbga (akTuBUpo-
BaHHbIN) BBOAWNTCA HEMOCPEACTBEHHO nepes onepaunen 1 cpasy nocrie Hee Npu BO3HUKIIEM NYHOUKOBOM
KposoTe4eHUM B fo3e 90 MKI/Kr ¢ MHTepBanom 2 4 (He MeHee YeTblpex BBeAEHU) 40 MONy4YeHUs YeTKUX Npu-
3HAKOB OTCYTCTBUSA KPOBOTEYEHUsI. B cnyvae BO3HUMKHOBEHMWS NOCHe onepaLmmn peLnamBa KpoBoTe4eHUs npe-
napart BBoagnTcs B 4o3e 90 MKI/Kr Macchl Tena ¢ MHTepBanom 2 4 40 NOSHOW OCTaHOBKM KPOBOTEUEHUS.

Mpy TpaBMax ronosbl, NO3BOHOYHMKA, KPOBOU3IUSHWMA B TOMOBHOW WAW CMWMHHOW MO3F, Xenyaou-
HO-KULLEUYHOM KPOBOTEYEHUN U APYrUX KPOBOUSITUSHUSIX, YTPOXKAOLLNX XKU3HW NaLMeHTa, Npy NoA03PEeHUN Ha
3abproLunHHYI0 reMaTomy anTakor-anbda (aKkTMBMpOBaHHbIA) BBOAUTCH B Ao3e 120 MKI/Kr Macchl Tena Kax-
Able ABa Yaca [0 NOMHON OCTaHOBKN KPOBOTEYEHMS.

OcTaHoBKa KpOBOTEYEHUS Yy BOSbHBLIX C BEICOKAM YPOBHEM aHTUTENbHOrO oTBeTa (Gonee 5 eanHuy
BeTteaga) gocturaeTcs BBeAeHNEM rnpenapara anTakor-anbga (akTMBMpoBaHHbIA) (YpoBeHb y6eauTensHoc-
Tn gokasatenscTsa C). [Jo3sbl U pexvM BBeaeHUs anTakor-anbda (akTMBMPOBaHHOI0) COOTBETCTBYIOT BBEAE-
HUIO NpenapaTa Mpu HA3KOM TUTPe UHInbuTopa.

JleveHne y geTei NpoBOAUTCA MO cXeMe NedYeHunst B3pOoChbIX.

4.5.6 TpeGoBaHUA K peXXUMY Tpyaa, oTAbIXa, NevYeHusi unu peabunurayum

OrpaHuyeHne umanyecknx Harpysok. He HasHavaTb NnpenapaTthbl aHTUarperupyloLwwero AencTeus.

4.5.7 Tpe6oBaHusA K yxo4y 3a NayMeHTOM U BCNoMoraTernbHbIM NpoLeaypam

CneuwnanbHble TpeboBaHNA OTCYTCTBYHOT.

4.5.8 Tpe6oBaHUA K AUETUHECKUM Ha3sHAYEHUAM U OrPaHUYEeHUAM

CneuwnanbHble TpeboBaHNA OTCYTCTBYHOT.

4.5.9 OcobeHHoCcTU MH(OpMUPOBaHHOTO AOGPOBONLHOrO cornacus nauuMeHTa NpyU BbINOMHe-
HUM NpoTOKONa BeAeHUA 60NbHbIX U AONONHUTeNbHaA UHoOpMaLUAa ANA NaLueHTa U ero 3aKoOHHOTo
npeacraBuUTens

UHdopmnposaHHoe fobpoBonbHOe cornacue nauueHT gaet B NUCbMEHHOM Buae. JononHutenobHas
nHdopMaLma ANNA nauneHTa U ero 3akoHHOro NPeAcTaBUTEeNst NpueeaeHa B NpunoxeHuax B u I

4.5.10 MNpaBuna usMeHeHUA TpeGoOBaHMW NpU BLINOMHEHUM NpPoOTOKONa U MNpeKpalleHue
AecTBUA Tpe6oBaHU NpoTOoKONa

Mpwn BbISBNEHUN Npu3HakoB Apyroro 3abonesaHusa, Tpebyowero NposeaeHUA ANArHOCTUYECKUX U
ne4vebHbIX MePONPUATUIA, HapAdY € NpU3HaKaMu reMonnMn MegULIMHCKY0 NOMOLLL NaLMeHTY OKasblBaloT B
COOTBETCTBMU C TpeboBaHMAMWU npoTokona BeAeHWss OOonbHbLIX C BbISBAEHHbIM 3aboneBaHWeM WK
CUHOPOMOM.

4.5.11 Bo3MOXHble UCXOAbI U UX XapaKTepuUcTUKa

Bo3MoxHble ucxoabl 6onesHn Bunnebparnga npy Mmogenu 5 n ux xapakrepuctuka npeactasneHbl B Tab-
nuue 14.

Tabnwuuya 14 — Bo3amoxHbie ucxogs 6onestmn Bunnebpanga npu mogenu 5 u nx xapakrepuctuka

OpueHTupoBouHoe | MpeeMCTBeHHOCTb U 3TanHOCTL

Haumerosanue l-IacToraD Kputepuu n npusHaku BpemMA OCTUXEHURA OKa3aHWUA MeaUUUHCKON
ucxopa passutus, %
ucxoaa, 4 nomoLn
Ynydwenue 88 MpekpaweHne KpPoBOTEYEHUR, WUC- 24 MpogonxeHne no moae-
COCTOSAHUA 4ye3HOBEeHue HeBpOﬂOMHeCKOﬁ CUM- m4.5

nroMaTuky, OTCyTCcTBME 6Onesoro u
KOMIPECCUOHHOrO CUHAPOMOB, BOC-
CTaHOBMeHWe (OYHKUWKN opraHa

25



rocCT P 52600.1—2008

OkoHr4yaHue mabnuys! 14

OpueHTupoBoyHoe | MpeeMCTBEHHOCTb U 3TaNHOCTL
HaumeHoBaHue YacToTa .
o KpMTepVIVI W NMPU3HaKun BpemMs OOCTUXKEHUsA oKa3saHua MeauunHCKOU
nexopa passutus, %
uexoaa, v nomMoLu
OTtcyTcTBUME 11,999 OTCcyTCTBUE KIMHUYECKUX MpU3Ha- 24 MpoaonxeHne no mope-
abdekra KOB OCTaHOBKM KPOBOTEYEHUS1, COXpa- mm 4.5 ¢ nameHeHvnem Jo3bl
HeHue 6onesoro CMHAPOMA, W pexuma BBegeHUsi npena-
HapacTaHUsi CMMNTOMOB CAaBneHus partoB
OKpY>KaloLLMX OPraHoB U TKaHen
Passutne 0,001 MosiBreHne ocrnoXxHeHun, obycnoe- MoxeT Bo3Hu-| [lepexon Kk NPOTOKOIY Be-
SATPOreHHbIX NeHHbIX MPOBOOVMOW Teparnuein, Ha- [KaTb Ha niobom | aeHus GonbHbIX C COOTBET-
OCMOXHEHUN npumep, passutne [IBC-cungpoma, |sTane neqenusi CTByIOLLMM 3a60neBaHneEM
MHapKkTa MUoKapaa, OCTpbii TPOM-
603 1 (unn) ambonua, annepmyeckas
peakumsi

4.5.12 CTOUMOCTHbIE XapaKTepUCTUKU NpoToKoNa
CTOMMOCTHbIE XapaKTepUCTUKA onpeaensoTcsl cornacHo TpeboBaHUAM HOpPMaTUBHLIX JOKYMEHTOB,
YTBEPXAEHHbIX B YCTAaHOBNEHHOM nopsaake.

5 Mpadmueckoe, cxemaTuyeckoe u TabnuyHoe nNpeacTaBrneHne NPOTOKona

He npegycmoTpeHo.

6 MoHuTOpMpOBaHWe NPOTOKONa

6.1 Kputepun n MeTo4o0n0rMs MOHUTOPUHIra U oueHKu 3cppeKTUBHOCTU BbINONHEHUA NPOTOKONa

MoHu1TOpMpOBaHWe NPOBOANTCS Ha Bcell TeppuTopun Poccuiickon Peagepavun.

YupexaeHue, OTBETCTBEHHOE 32 MOHUTOPUPOBAHNE AaHHOTO NPOTOKONA, Ha3HavyaloT B YCTaHOBNEHHOM
nopsiake.

MepeyveHb MeAULMHCKUX YYpPEXAEHUIA, B KOTOPBIX NMPOBOAST MOHUTOPUPOBaHUE HACTOSILLErO NPOTOKO-
na, onpeensieT yupexaeHue, OTBETCTBEHHOE 32 MOHUTOPUPOBaHWe HacToswero npoTtokona. MeanuuHckue
yupexaeHus HOOPMUPYIOT O BKITKOYEHWW B NEepeYveHb Mo MOHUTOPUPOBAHMIO MPOTOKOMA MMCbMEHHO.

MoHuTOpMpOoBaHne NpoToKona Bk4YaeT B cebs:

- c6op UHdOpPMaLMM O BeAeHUM NauneHToB ¢ 6onesHblo BunnebpaHia B MeAMUMHCKUX OpraHnsaLmsax
BCEX YPOBHeE;

- aHanM3 Nony4YeHHbIX AaHHbIX;

- COCTaBlieHNe oT4eTa O pesynbTaTax MpoBeAeHHOro aHanuaa;

- npeacTtaBneHne otyeTa B PefeparnbHblil OpraH NCNOMHUTENbHOM BNACTU.

McxoaHbiMU AaHHBIMI NPU MOHUTOPUPOBaHUN ABNSIHOTCS:

- MeAMLUHCKasa AOKYMeHTaUuUa — KapTbl nauueHTa (cM. npunoxeHue A);

- TapuUdbl HA MEAULIMHCKAE YCNYTH;

- Tapudbl Ha NekapcTBeHHble NpenaparThbl.

Mpun HeoBX0AUMOCTN NPU MOHUTOPUPOBaHUM NPOTOKOMNA MOTYT BbITb UCMOMb30BaHBI UCTOPUM GOMNE3HN,
ambynaTtopHble kapTbl NaLMEHTOB, cTpadatowmx bonesHblo BunnebpaHaa v UHble JOKYMEHTHI.

KapTbl nauneHTa (cM. Nnpuroxexne [1) 3anonHsaoT B MEAULMHCKUX YUPeXOeHUsIX, onpedeneHHbIX nepey-
HeM Mo MOHUTOPUPOBAHWIO, EXXeKBapTarbHO B TeYeHue nocnegoBaTerneHblX 10 AHen TpeTbel AeKaabl Kaxao-
ro nepeoro MecsLa ksapTana (Hanpumep, ¢ 21 no 30 sHBaps) U NepedaloT B yupexaeHne, OTBETCTBEHHOe 3a
MOHWUTOPUPOBaHWE, He NOo3aHee YeM Yepes 2 Hedenu nocne OKOHYaHUs yKasaHHOro cpoka.

OT60p kapT, BKIHOYAEMbIX B aHaNM3, OCYLLECTBSIIOT METOAOM ClyYaliHoi BbIGopkM. YMicno aHanusumpy-
eMbIX KapT AoKHO BbiTb He MeHee 50 B rog.

B aHanuavpyemeble B NpoLiecce MOHUTOPUHIa nokasaTenn BXOAAT: KOUTePUU BKITFOYEHUS U UCKITtOYEHUsT
13 NpoTOoKOMa, NepevHn MeanUMHCKUX ycnyr 06sas3aTensHoro 1 AonoNHUTENBHOMO acCopTUMEHTa, NepeyHn
neKkapcTBeHHbIX cpeacTB obs3aTenbHOro 1 AONOHUTENBHOrO acCopPTUMEeHTa, ucxodbl 3abonesanHuns, CTou-
MOCTb BbINOMHEHUs MEAULIMHCKON NOMOLLIM MO NPOTOKOMY 1 Ap.
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6.2 MpuHUUNbLI paHaoMU3aLmMn
B HacTosLleM npoTokose paHaoMusaLns (nedebHbIX yYpexxaeHuil, naumMeHToB 1 T. 4.) He NpeaycMoTpeHa.
6.3 MopApoK OLEHKU U AOKYMEHTUPOBaHUA NOGOYHBbIX 3p(hPeKTOB U pa3BUTUS OCNOXKHEHUN

UHopmaLmio o noGoUHbIX adhdeKkTax 1 OCAOKHEHNAX, BOSHWUKLLWX B NPOLECCe ANarHoCTUKN B0MbHBbIX,
PErMCTPUPYIOT B KapTe nauueHTa (cM. npurnoxerue [1).

6.4 MpoMexyTouyHas oLeHKa U BHECEHMe U3MeHeHU B NPOTOKON

OLeHKY BbINOMHEHUSA NPOTOKOMa NPOBOAAT OfIMH pas B ro4 No pesynbTaTaM aHanusa cBedeHuid, nomny-
YEHHBIX MPU MOHUTOPUPOBAHUN.

BHeceHWe N3MeHeHWii B MPOTOKOM NPOBOASAT B Cllyyae NofyyeHnst UHopMaLM1 npu nonyyeHnn y6ean-
TerbHbIX AaHHbIX 0 HEOBXOAMMOCTY 3MEHeHUI TpeGoBaHNI NpoToKoNa 06aA3aTeNbLHOro YPOBHS.

6.5 MopAAoK UCKNIOYEHUA NaLueHTa U3 MOHUTOPUHIra

MauneHTa cyMTalOT BKOYEHHLIM B MOHUTOPWPOBAHWE MPW 3arOfIHEHUN HA Hero KapThbl nauueHTa
(cM. npunoxerue [). VickroveHne s MOHUTOPUPOBAHUS NPOBOAUTCA B Cryvyae HeBO3MOXHOCTW NPoAoIIxKe-
HUS 3aMONHEHNs KapTbl (HAaNpUMep, HesiBka Ha BpayvebHbI Npuem 1 4p.).

B aTom cniyyae KapTy HanpaBnsaioT B yupexaeHne, OTBETCTBEHHOE 3a MOHUTOPUPOBaHWe, C OTMETKON O
npuyMHe NUCKMIYEHUN NauneHTa n3 NnpoTokona.

6.6 MapameTpbl OLEHKU Ka4eCTBa XXU3HU NPU BbINOMHEHUU NPOTOKONa

OueHKy kavecTBa XW3HM nauueHTa ¢ 6onesHbio BunnebpaHga npy BeINOMHEHUA NPOTOKOMA OCyLUe-
CTBISOT ¢ nomMoLlbio onpocHuka EQ-5D (European Quality of Life Instrument) (npunoxexue E). Oduumans-
HbI caldT — http://gs1.g4matics.com/EuroqolPublishWeb/

6.7 OueHKa CTOMMOCTU BbINONTHEHUA NPOTOKONa U LeHbl KavecTBa

KMUHNKO-3KOHOMUYECKUIA aHann3 NPOBOAAT COrnacHo Tpe6OBaHMﬂM HOPMaTUBHbIX AOKYMEHTOB, npu-
HATbIX B YCTAHOBI€HHOM NopAaKe.

6.8 CpaBHeHue pe3ynbTaToB

Mpy MOHUTOPUPOBaHUM NPOTOKONA €XEeroAHoO NPOBOAAT CPaBHEHWE Pe3yNbTaToB BbIMOJHEHUsI Tpebo-
BaHWIA NpoToKoIa, CTaTUCTUYECKUX AaHHbIX (3abonesaeMocTn), nokasaTenein AeATENbHOCTU MeAULMHCKUX
yupexxaeHui.

6.9 MNopspok dopMmupoBaHusa oTyeTa

B exeroaHbIin 0TYET O pesynbTaTax MOHUTOPUPOBaHUA BKIHOYAIOT KOMMYECTBEHHbIE pe3yrbTaThl, Nosny-
YyeHHble Npu paspaboTke MeAULMHCKUX KapT, U WX Ka4yecTBEHHbIN aHanus, BbiBOAbI, NPEASoXeHUs no
akTyanusauumn npoTokona.

OTtueT npeacTaenseT B ®eaeparnbHblil OpraH UCMOMHUTENLHOW BNACcTU YYpeXaeHne, OTBETCTBEHHOe 3a
MOHUTOpPUpOBaHWe HacTosilero npoTtokona. Matepuansl oT4eTa XpaHATca He MeHee 5 neT. Pesynbtathbl
oT4yeTa MoryT 6bITb ony6nuKoBaHbl B OTKPBLITON NevaTu.
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Mpunoxexne A
(cnpaBoyHoe)

YHubULUPOBaHHaA WKana oueHkU y6eauTeNbHOCTM A0Ka3aTeNnbCTB LenecoobpasHocTn
NPUMEHEHUSA MEAULIMHCKUX TEXHOMOrMiA

YHudunumpoBaHHas wkana oueHKM BKIlouaeT B cebs:

- ypoBeHb y6eauTenbHOCTU gokasaTtenbcrBa A — gokasatenbCTBa y6eauTenbHbl: eCTb BECKME AOoKa3aTenbCTBa
npeanaraeMoro yTBepXxaeHusl;

- ypoBeHb ybeautTenbHOCTM gokasarensctea B — oTHocuTenvHas ybeautenbHOCTb AoKa3aTenbCTB: eCTb AoCTa-
TOYHO [0KA3aTenbCTB B MOMNb3y TOro, 4To6bl pEKOMEeHAOBaTb AaHHOE NPEANOXEHWE;

- YpoBeHb y6eauTenbHoCTH aokasatenbcTBa C — AOCTATOUHbIX 40KA3ATENbCTB HET: UMEIOLLMXCS A0KA3aTeNbCTB
HEeJOCTaTOuYHO ANl BbIHECEHUsI PeKOMeHAAUNKN, HO peKOMeHAALUMN MOTYT BblTb AaHbl C YHETOM UHbIX 0OCTOSITENLCTB;

- ypoBeHb ybeauTenbHOCTU AokasaTenbctBa D — AocTtaTtouHo oTpyLaTenbHbIX A0Ka3aTenbCTB: MMEETCS 4OCTa-
TOYHO AOKa3aTenbCTB ANsl TOro, YTo6bl peKOMEHA0BATL 0TKa3aTbCsl OT MPUMEHEHUS AaHHOTO NEKAPCTBEHHOIO CPeCTBA
B KOHKPETHON cuTyaumm;

- ypoBeHb ybeauTenbHOCTU pokasatenbcTBa E — Beckue oTpuuartenbHble aokasaTenbCTBa: €CTb AOCTATOYHO
ybeauTensHble AoKasaTenbCTBa ANA TOro, YToGbl MCKIMIOUNTL NEKAaPCTBEHHOE CPEACTBO MITM METOAMKY U3 pekomeHaa-
LA,
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MpunoxeHne b
(cnpaBo4Hoe)

Tunbl 6one3Hn BunneGpaHga

Ta6nunua A1— OudbdepeHunpoBaHne Tunoe bonesHn BunnebpaHga

Tun/noagTtun | MNpokoarynaHTHas Arperauus TpomMGoLNTOB .
A P Y AHTUreH caktopa | PuctouetuHkodak- perau P ! ’ MynbTUMepHbIN aHanus
BonesHu AKTUBHOCTb MHOyuupoBaHHas
BunnebpaHga | TopHasi akTUBHOCTL dakTopa Bunnebpanga
Bunnebpanga dakTopa VI PUCTOLETUHOM
1 CHuxeHa CHMXeH CHuxeHa CHWXeHa unm Hopma MyneTumepHasi cTpyk-
Typa He HapyleHa
2A CHuxeHa wnu| CHuxeH wnm| CHwmxeHa 3Ha-| OTtcyTcTBYeT unm cHm-|  OtcyTcTByloT  Gonb-
HopMa HopMa UNTENBHO KEHO e n cpegHme Popmbl
2B CHuxeHa wnu| CHuxeH wnm| CHwxeHa wnu| [loBblweHa npy HM3kmMx |  OTcyTcTBYIOT — GOnb-
HopMa HopMa HopMa KOHLEHTpauusax pucTo-|wmne hopmbl
uetTMHa
2M CHwxeHa nnm| CHuxeH wunu| CHuxeHa 3Ha-| CHuXeHa nnm Hopma MyneTumepHasi cTpyk-
HopMa HopMa UNTENBHO Typa He HapyleHa
2N CHwmxeHa 3Ha-| Hopma Hopma Hopma MyneTumepHasi cTpyk-
UMTENBHO Typa He HapyleHa
3 CHuxeHa 3Ha-| PeskocHmxeH| OtcyTcTByeT OTtcyTcTByeT OTcyTCTBYET MNOMHOC-
UMTENBHO TbiO
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MpunoxeHve B
(cnpaBo4Hoe)

MamaTtka 6onsHOMy 6onesHblo BunnebpaHaa

BoneaHb Bunnebpanaa npeacrtaenseT cobolt HacneacTBeHHoe 3aboneBaHue cUCTeMbl FreMocTasa, KoTopoe
XapaKkTepuayeTcsi BO3HWKHOBEHMEM KPOBOTEYEHWI pa3nMyHO nokanuaaumm Kak CroHTaHHbIX, TaK U NOCne TpaBMm BCrie-
[OCTBUE KONUYECTBEHHOrO UMW Ka4eCTBEHHOTO HapylleHns cuHTesa daktopa BunnebpaHga.

BonesHblo BunnebpaHga cTpagaleT Kak MYXUMHBI, TaK U KeHLWMHbl. YUnTbiBas ayTOCOMHO-QOMUHAHTHbBIA TUN
HacnegoBaHWs, FeHeTUHECKUI PUCK ANA NOTOMCTBa cocTaensieT 50 % He3aBMCKMMO OT nona nnoga.

"emopparnueckuii CUHAPOM MOXET NPOSIBMSTLCS YXKe B 4€TCKOM BO3PaCTe U XapaKTepr3yeTCs YacTbIMU U NPOAOI-
KNTENBHLIMW HOCOBLIMW KPOBOTEUEHUAMU, MOAKOXKHLIMU KPOBOU3MNUAHUSMMU. Y HEKOTOPbIX BONBHBIX BO3HMKAIOT remap-
TPO3bl KPYMHbIX CYCTaBOB WM remartombl. Y XeHLWH — obuibHble MaTo4Hble KpOBOTEYeHWs. HocoBble, AecHeBble
KPOBOTEYEHUsI BO3HMKAIOT CMOHTAaHHO UNK nocne HebonbLwo TpaBmbl. KpoBoTeueHUs MOTyT BO3HUKATL Mocrie npoBeae-
HUS1 ONepaTMBHLIX BMeLLaTenNbCTB.

HauGonee xapakTepHbiM U cneuntu4eckuM CUMNToOMOM Nnpu 6Gonesun BunnebpaHaa ABNsATCS KPOBOTEYEHUS U3
CMU3NCTLIX MNONOCTU PTa, HOCA, BHYTPEHHUX OpraHoB. CYMNTOMbl KPOBOTOUMBOCTU BapbUPYIOT OT YMEPEHHO BblpaXeH-
HbIX 40 KpanHe TaXenbiX.

CBoeBpemMeHHOe NoMHOoLeHHoe crieuunguryeckoe rnedeHne 6Gonesnn Bunnebpanga no3sonsieT oCTaHOBUTL KPOBO-
TeyeHWe M NPedoTBPaTUTb PasBUTUE OCNOXHEHUI. [NaBHOe — BbICTPO HauaTk NevYeHue.

Ins 6onbHoro 6oneaHblo BunnebpaHaa BaxHO NOCTOSIHHOE HabnogeHve y Bpaya. CrielyeT NOMHUTL, YTO BO3HUK-
Lee KPOBOTeYEeHNe yeunueaeTcs nocne 2 — 3 4 nocne Tpaembl. TOro AOCTATOUHO, YTOOLI 6ONBHON Ha AOMY BBEN afek-
BaTHYI0 A03Y KOHLEHTPaTOB AeULMTHbIX haKTOpOB M 06paTuncs K nevawemy spauy.

Hukorga He criegyeT MPMHUMAaTEL aCNUPUH U gpyrve npenaparsl, CogepXalme aueTuncanuumnoByio KUCNOTY, OHY
MOTYT CMPOBOLMPOBATL KpoBOTEUeHMe . Beerga cnepyet obcyxaaTe ¢ Bpa4oM-reMaTonoroM HasHaueHus Apyrmx Bpayden.

WaberaiiTe BHYyTPMMBbILLEYHBIX MHBEKUMIA. [TpeanoyTuTensHee BBeAeHNe NekapcTB BHYTPUBEHHO. [1py BHYTPUKOX-
HOM WIK NOAKOXHOM BBEAEHUM NpenapaToB Heo6XoauMO eXxeJHEBHO OCMaTPMBaTb MECTa UHBEKLMIA U NPY BLISIBIIEHNM
OTKNoHeHW obpatuTbcsa K Bpadvy. Ecnv Bam npegctout npodmnaktuyeckast NpuBMBKa — NOCOBETYWTECH C Bpa-
YOM-remaTonorom.

Beperute 3y6bl, yxaxuBanTe 3a MNONoCTblo pTa WM nepuoguyecku HabniogawTtech y cromaTtonora. YganeHuwe
3y6oB — npoLieypa TpaBMaTnyHas 1 MOXeT Bbl3BaTb CUITbHOE KPOBOTEYEHHUE.

HayunTtech nonb3oBaTbCsi NpenapaTamu anst MECTHOW OCTAHOBKM KPOBOTeUeHUIA. [1pyn BOSHMKHOBEHUN HEGONBbLWINX
ccaaviH, LapanuH, nope3oB Bbl cmoxeTe camu cebe okasaTh NepBYIo NOMOLLb, a B OTAENbHbIX CNy4asx U OCTaHOBUTL KPO-
BOTEYEHME.

Bceraa HocuTe Ha Lenodke unu 6pacnerte nHMOPMaLuio o cBoel 6oresHu, YTo6bl NPYU HECHACTHOM Cry4ae OKpy-
Xawowme Bac nogn Mornm nerko y3Hatb O Hew.
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Mpunoxeunne I
(cnpaBouHoe)

MamaATka AN 3aKOHHOTO NpeacTaBuTens peGeHka, 6onbHoro 6GonesHsto BunneGpanga

bone3Hb Bunnebpanpa npeacraensiet cobol HacriefcTBeHHoe 3aboreBaHue CUCTEMbl remMocTasa, KoTopoe
XapakTepu3yeTcsi BO3HUKHOBEHMEM KDOBOTEYEHWI Pa3rMyHON NoKanuaauuv Kak CrioOHTaHHbIX, Tak W nocne Tpaem BCre-
ACTBME KONMYECTBEHHOTO UIU KAYeCTBEHHOIO HapyLleHusi cnHTesa cakrtopa BunnebpaHga.

BonesHbto BunnebpaHaa ctpagaatoT Kak My>KYUHbI, Tak U XeHLWMHbI. YunTbiBasi 0coO6eHHOCTW Hacnea0BaHus, reHe-
TUYECKMI PUCK ANst NOTOMCTBa cocTaenseT 50 % He3zaBncyMmMo OT nona nnoga.

3aboneBaHne xapakTepu3yeTcsl BO3HUKHOBEHWEM KPOBOW3MUSHUA W ONUTENbHBIX KPOBOTEYEHWUWA Pa3NNYHOMN
nokanusauun. OHU SIBNSIOTCA CNeACTBUEM TPaBM, Aaxe MUHUMATbHbIX. Hepeako npuymHa ocTaeTcsi HeM3BeCTHON, TOr-
4a NPVHSATO rOBOPUTL O CMNOHTaHHOM KPOBOTEYEHUW WUITN KPOBOMW3IUSHUMN.

HaunGonee yactbiMmu npy 6onesHn Bunnebpanga sBnsA0TCS KPOBOTEUEHUS U3 CITM3UCTBIX MOMNOCTH PTa, HOCAa, BHYT-
PEHHUX OpPraHoB (Y XeHWWH — MaTOuYHble KpOBOTEeYeHUs ). CUMNTOMbI KPOBOTOUMBOCTU BaPbUPYIOT OT YMEPEHHO Bbipa-
KEHHbIX 40 KpawHe TshKenblX.

CBoeBpemMeHHasl ANarHocTrka 1 NOSTHOLEHHOE crneuugryeckoe neveHne Nno3sonsoT OCTAHOBWUTL KDOBOTEYEHME 1
npeaoTBpaTUTL pPasBMTUE OCIIOXHEHWI. [NaBHoe — BbICTPO HavaTk nedeHune. [OCKONbKY NpaBunbHas OLEHKa COCTOos-
HUs1 pebeHka TpebyeT kBanMdMLUMPOBaAHHOIO CNeLnanucTa, BaxHo Mnocre okasaHusa Nepeon reMocTaTu4eckon NomMoLm
KaK MOXHO BbICTpee NPOKOHCYNbTUPOBATLCS C BPa4oM.

MoCKoNbKy HEKOTOPbLIE NEKaPCTBEHHbIE NpenapaThl BIIMSIOT HA CUCTEMY CBEPThIBAHUSA KPOBU, HE JaBanTe AeTam
MEAMKaMEHTbI, He MPOKOHCYNbTUPOBABLLMCE CO CBOMM BpaqoMm. M3GeraiTe BHYTPMMbIWEYHbIX MHBbEKuMn. OgHako
NOMHWTE, YTO NPOMUNAKTUYECKE MPUBUBKU BaXKHbI 1151 BALLWMX AeTel He MeHbLUe, YeM Ans ocTanbHbIX. OCO6EeHHO Bax-
HO NPUBUTL BalKUX geTen oT renatuta B n A.

Cnepute 3a TeM, 4Tobbl pebeHok TwartenbHo yXxaxuBarn 3a NonocTbio pTa u 3ybamu, Tak kak yganeHue 3ybos
MOXEeT NPVBECTY K TSXKENOMY KPOBOTEUeHUI0. HayunTeck nonb3oBaThCA NnpenapaTamy anst MECTHOW OCTAHOBKW KPOBOTe-
YeHul, YTobbl Oka3aTb peGeHKy NepByto MOMOLLb.

CoxpaHsiTb B TaliHe MHopMauuo o0 guarHoae peGeHka — Balle HeoTbemnemoe npaso. OgHako gnsi 6esonacHoc-
™™ MHOPMUPYITE O gUarHo3e 1 HeoBXoOUMbIX Mepax BCex nul, KOTOpble MOTyT OcTaBaThCsl HaeguHe ¢ pebGeHkom nnm
ByayT y4acTBOBaTb B €ro aKTMBHbIX Urpax B Balle oTCyTCTBUE. OTO NO3BONUT U3bexaTh TSKENbIX OCNOXHEHWNA,

Cnepgute 3a TeM, YTOObl pe6GeHOK BCcerga Hocun Ha uenodke unm bpacnere nidopmaumio o ceoen 6onesHn. 371o
NMOMOXET OKpYXatoLLMM NPU HECHACTHOM Cly4ae nerko y3HaTte o 3aboneBaHum.
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MpwunoxeHne [
(cnpaBo4HoOe€)

dopmMa KapTbl NaLueHTa

WcTopusi 6onesnn Ne
HavmeHoBaHue yupexageHus
Hara: Havano HabnoaeHus OKOHYaHuWe HabngeHnst
damunusi, ntHuumansi BO3pacT
AwnarHo3 ocHOBHOWM
ConytcTBylowme 3aboneBaHus:

Mogens nauneHTa:

KapTa nauymneHTa

O61bem okazaHHOW HeneKkapCTBEHHOW MeAMLMHCKON NOMOLLIM

Kon meauuuHckon . Ormerka o
HaumeHoBaHWe MeauLMHCKON yCryru BbINOMHEHUM
yenym (kpaTHOCTb)

OwnarHoctuka

A01.31.009 C6op aHamHe3a 1 xanob obeTepaneBTUHECKUIA

A01.31.010 BuayanbHbIii ocmMoTp obweTepaneBTUHeCcKun

A01.31.011 Manbnauus obweTepaneeBTMYECKan

A11.12.009 B3asitue kpoBu u3 nepmdepuyeckoit BeHbI

A12.05.042 AKTMBMPOBaHHOE YacTU4HOe TpombGonnacTuHoBoe Bpems (AYTB)

A12.05.027 Onpegenenne NPOTPOMOUHOBOrO (TPOMBONNACTMHOBOIO) BPEMEHN B KPOBM UMM B

nnasme

A09.05.194 Onpeaenenune aktneHoctu chakropa VIl

A09.05.193 Onpeaenenune aktueHocTu chakropa IX

A12.05.052 Onpepenenne akTMBHOCTM MHMGUTOPOB Kk dhakTopy VIll

A12.05.053 Onpegenexne akTMBHOCTY UHMBUTOPOB Kk hakTopy IX

A12.05.017 WccnepgoBanue arperauum Tpom6oumToB

A09.05.227 UccnepnoBanue ypoBHa aHTUreHa cdakropa Bunnebpanpa

A12.05.038 WccnepgoBaHue akTMBHOCTU M CBOUCTB dhakTopa BunnebpaHaa B Kposu

A12.05.038.001 Onpepenenne dakTopa Bunnebparnga B TpombounTtax

A12.05.038.002 | Awxanua mynbTumepos dakropa Bunnebpanga B nnasme

A12.05.038.003 KonnareHcBasbiBalOWMA TECT

A12.05.038.004 | Cneundmueckuii Tect criocobHocTn cakropa Bunnebpanaa cesasbiBate daktop VI

B01.001.01 Mpyem (ocMOTp, KOHCYNbTaUUsA) Bpava-fMHeKonora NepBUYHbIN

B01.028.01 Mpyem (ocMOTp, KOHCYNbTaUWA) Bpava-oTOPUHONAPUHIONOra NEPBUYHBINA

A11.05.001 Basitue kpoBu U3 nanbua

A08.05.003 WccnepoBaHue ypoBHS SpUTPOLUUTOB B KPOBU

A08.05.005 WccnepgoBaHue ypoBHsi TPOMBGOLUMTOB B KPOBU

A09.05.003 WUccnepgoeanue ypoBHs obwero remornobuHa kposu
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OtmeTka o
Koo MY HaumeHosaHvne MY BbIMNONHEHUU
(kpaTHOCTB)
A04.20.001 YnbTpa3sByKkoOBOE MCCnegoBaHne Matku U NpuaaTkos
A03.20.003 M'merepockonus
Ilevenve
B01.005.02 Mpuem (0OCMOTP, KOHCYNbTALUS) Bpada-rematonora NoBTOPHbLIN
A02.12.001 Wceneposanve nyneca
A02.09.001 MamepeHre 4acToTbl AbIXaHus
A02.12.002 MamepeHne apTepranbHOro AaeneHns Ha nepmdepuyecknx aptTepusax
A02.01.001 Wamepenre maccel Tena
A06.04.016 PeHTreHorpacdusi 6egpeHHOro cycrasa
A04.04.001 YnbTpa3BykoBOE NCCNefoBaHNe CyCTaBOB
A06.04.017 PeHTreHorpadusi roneHoCTONHOro cycrasa
B01.001.02 Mpuem (0CMOTP, KOHCYNbTaUWs) Bpa4a-rmHeKonora noBTOPHbI
B01.028.02 Mpuem (0OCMOTP-KOHCYNbTaLMs Bpava-0TOPUHONAPUHIONora) NOBTOPHbIN
B01.067.02 Mpuem (0OCMOTP, KOHCYNbTaUWs) Bpa4a-cToMmaTonora Xmpypra noBTOPHbIN
B01.053.02 Mpuem (0OCMOTP, KOHCYNbTaUUs) Bpa4a-yporora noeToOpPHbIV
B01.023.02 Mpuem (0OCMOTP, KOHCYNbTaLUS) Bpava-HeBponora NOBTOPHbLIN
B01.057.02 Mpvem (OCMOTP, KOHCYNbTaUWs) Bpa4a-xmpypra NoBTOPHbIV
B01.050.02 Mpvem (0OCMOTP, KOHCYNbTaUWs) Bpa4a-opToneaa NoBTOPHbIN
A11.12.009 B3sTre kpoBu 13 nepndeprHeckon BeHbl
A11.12.003 BHyTpuBEHHOE BBEEHUE NEeKAPCTBEHHLIX CPEACTB
A04.01.001 YnbTpa3BykoBOE NCCNEAOBaHNE MAMKUX TKAHEN
A04.20.001 YnbTpa3ByKkoBOE MCCNeAoBaHNE MaTkKu U NPUMAATKOB
A04.28.001 YnbTpasBykoBOe UCCed0BaHUE MoYeK
A04.28.002 YnbTpa3BykoBOE NCCNEA0BaHUE MOYEBOIO Ny3bIpsi
A05.23.002 MarHuTHo-peaoHaHcHasi Tomorpacdusi LeHTpanbHON HEPBHON CUCTEMBI U TONOBHOTO
mo3ara
A11.05.001 BasiTve kpoBM 13 nanbua
A08.05.003 WccnepoBaHve ypoOBHS 9pUTPOLIMTOB B KPOBM
A08.05.005 WcenegoBanue ypoBHSI TPOMBOLMTOB B KPOBU
A09.05.003 WcenepgoBanue ypoBHs obwero remornobuHa kpoBem
B03.016.06 AHanma moun o6wmin
A06.03.006 PeHTreHorpadusi Bcero yepena B ogHou u 6ornee npoekumsix
A09.05.194 Onpegenexne aktueHoctu dakropa VIl
A12.05.038 WccnepgoBaHve akTMBHOCTU U CBOWCTB dhakTopa BunnebpaHaa B kposu
A12.05.042 AKTUBUPOBaHHOE YacTniHoe TpombonnactuHoBoe Bpemsi (AUTB)
A12.05.027 OnpepenexHne NpoTpoMBUHOBOrO (TPOMOONNACTMHOBOIO) BPEMEHN B KPOBU MNU B
nnasme
A12.05.053 OnpepenexHne akTMBHOCTM UHMMOWUTOPOB K thakTopy IX
A12.05.017 VMccnegoBanue arperaumm TpoMboumToB
A16.04.002 TepaneBTuueckas acnvpaunsi COAepPKUMoro cycraBsa
A16.08.006 MexaHnueckasi OCTaHOBKa KPOBOTEUEHUsI (MepedHsis 1 3aJHssi TaMnoHaga Hoca)
A03.16.001 O3odharoractpogyogeHockonus
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OTtmeTka o
Kog MY HaumeHoBaHue MY BbINONTHEHUU
(kpaTHOCTL)
A03.18.001 ToncToknwevHas 3Ha0cKkonus
A13.30.003 Mcuxonornyeckan agantaums
A09.05.227 Uccneposanne ypoeHs aHTUreHa dakropa Bunnebpanaa
A12.05.052 OnpepgeneHne akTMBHOCTU MHIMGUTOPOB K chakTopy VIII
A06.03.002 KomnbloTepHan Tomorpadusi ronosbl
A06.04.006 PeHTreHorpadmsa koneHHoro cycrasa
A06.04.004 PeHTreHorpacdusa nokreBoro cycrtaBa
A06.04.015 PeHTreHorpacdus nneyesoro cycraea
A25.05.001 HasHaueHue nekapcTBeHHOW Tepanum Npu 3aboneBaHnsX CUCTEMbI OPraHOB KPOBET-
BOPEHUA U KPOBM
A03.20.003 Mmcrepockonua
A01.05.001 C6op aHamHesa u xanob npu 6onesaHsix OpraHOB KPOBETBOPEHWS U KPOBU
A01.05.002 BusyansHoe uccrniegoBaHne npu 60ne3HsX opraHoB KPOBETBOPEHUSA U KPOBU
A01.05.003 Manbnaumsa npu 60ne3HsX OpraHoB KPOBETBOPEHUS U KPOBU
A02.10.002 VamepeHne yacToThbl cepauebneHus
A03.19.002 PekTopomanockonusi
IlekapcTBeHHasi nomMoLb (ykasaTb NPUMEHsieMbIV Npenapar):
JlekapcTBEHHbIE OCNOXHEHMSA (YKa3aTb NPOABMNEHNS):
HavmeHoBaHuWe npenapaTta, WX Bbi3BaBLUErO:
Wexog (no knaccudukatopy UCXoaoB):
WHdopmaumsa o nauneHTe nepegaHa B yupexgeHue, MOHUTOPUPYIOLLEE NPOTOKON:
(HavMeHoBaHuWe yupexaeHus) (nara)
Mognnce Nyua, OTBETCTBEHHOTO 38 MOHMTOPUPOBaHUE NPOTOKONa B MEAULMHCKOM YUPEXOEHUM:
MonHoTa BbINONHEHWA 06513aTeNbHOro NepeYHs HeMeaUKaMeHTO3HON NOMOLLM da Het Mpumevanuve
BbinonHeHne CpoKkoB oKas3aHWA MeaNLUHCKMX YCyr Oa Her
MonHoTa BbINONHEHWA 06513aTeNbHOrO NEPeYHs NEKapCTBEHHOTO acCopTUMEHTa Oa Het
CooTBeTcTBME NeveHus TpeboeaHusam MpoTokona no cpokam/mpogormkutensHocT| [Oa Het
KomMmeHTapuu:
(pata) (noanuceew)
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Mpunoxexne E
(cnpaBouHoe)

OnpocHuk EQ-5D
(European Quality of Life Instrument)
(http://gs1.g4matics.com/EuroqolPublishWeb/)

JaHHbIN ONPOCHWK HanpaeneH Ha BbiABNeHWe Bawero oTHOWEeHNsA K CBROeMy 340poBbI0. B onpocHuke nepeuncre-
Hbl Pa3nunyHble COCTOSIHWS 300POBbS, B KOTOPbLIX MOXeTe HaxoanTbcs Bol. Mbl npocum Bac oTmMeTnTb, HACKONBKO 3TH
COCTOSIHUS ObINU Gbl TSXXKENbI ans Bac nuyHo. B AaHHOM OMpPOCHUKEe HeT NPpasUnNbHbIX UNKU HenpasUIbHbIX OTBETOB; HAC
WHTepecyeT Tonbko Bawe nuyHoe MHeHune.

Mpexae Bcero, Mbl Npocum Bac oueHNTL CBOE COCTOAHNE 3A0POBLA HA CErOAHS.

Hwxe gaHo naTe BONPOCOB, HAaNPaBneHHbIX Ha OLEHKY COCTOAHWA Bawwero 380poebs. OTBevas Ha Kakabii BONpoc,
ranoykon B KBagpatuke cnesa OTMETbTE, Kakow u3 BapnaHTOB Nny4we BCero onucoiBaeT Balle CoOCTosiHNE 340POBbA CEero-
OHs1 (OTMEeTbTE TONBbKO OAMH MYHKT).

lepedsuxeHue 8 npocmpaHcmae

0 Y meHs HeT npobnem ¢ nepeaBuxeHnem B NPOCTPaHCTBe.

[0 Y meHs ecTb HekoTOpbIE NPOGEMB! C NEPEABIKEHNEM B NPOCTPAHCTBE.
O A npukoeaH k kposaTw.

CamoobcnyxueaHue

O Y meHs HeT npobnem ¢ camooGenyXMBaHnem.

[0 Y meHs ecTb HEKOTOpPbIE NPOGNEMBI MPN MbITBE UM OAEBaHNN.

O A He mory cam MbITbCS UNW OAEBATLCA.

TNoecedHesHass akmusHoOCcMb

[ Y meHs HeT npo6nem ¢ BbINONMHEHUEM NOBCEAHEBHbIX aen (paboTa, yuyeba, goMaluHue gena, cemeliHble
06s13aHHOCTY, NPOBeAeHUE focyra).

[ Y meHs ecTb HekoTOpble NPOGNEMbI C BbINONHEHNEM NOBCEOHEBHbLIX A
O A He Mory BLINONHATL NOBCEAHEBHbLIE Aena.

Bonb u duckomgpopm

O A He uyBcTBYI0 60nM M AMcKomdopTa.

[ Y mensn ectb cenvac Hebonbasa 6onb unu amckomdopr.

OO0 Metst myuaet 6onb unu guckomdopr.

Tpeesoea u denpeccusi

O A He uyBCTBYIO TPEBOMM M AENPECCUM.

O Y mensn ectb cenuac HeGonbLIasa Tpesora unu Aenpeccusi.

O Y meHs ecTb BblpakeHHasi TPEBOra UNn Aenpeccus.

Baule cocTosiHue 310pOBbS CErOfHsI MO CPABHEHUIO C TEM, KaKMM OHO Gbino roa Hasaa;

O Ynyuwwmnocs.
I He uamenunocs.

O Yxyawmnoce.
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Ona Toro, 4tobbl NOMOYb OLIEHUTb CBOE COCTOsIHME 340-
pPOBbsl, Mbl HapuCoOBanw LUKany, HanoOMMUHAKOLWYIO TEPMOMETD,
Ha KOTOPOA Haunyuwee u3 BO3MOXHbIX COCTOSIHUA 300pPOBbS
oueHuneaetcsl B 100 6annoB, a Havxygulee, KOTOpOe Bbl TOMb-
Ko Moxete cebe npeacraBuTb, oueHnBaeTcs B 0 6annos.

OTmeTbTe, noXanywicTa, Ha LKarne, Ha ckonbko 6annos
Bbl oueHMBaeTe CBOE COCTOAHME 340pOBbA cerogHAa. Cpoe-
nante 3To, COEAMHMB KBaApaTWMK Crnesa CO LUKANoOW NUHUEWR
Ha TOM YPOBHE, KOTOPLIA COOTBETCTBYET BallueMy COCTOSIHUIO
3040POBbLS.

Bawe
COCTOsIHME
300poBbSt
Ha TeKyLuin
MOMEHT
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MpunoxeHne X
(cnpaBo4Hoe)

MHCbOpMVIpOBaHHoe cornacue 6onbHOro Ha npopegeHue HpOCbI/IHaKTVI‘-IeCKOFO nevyeHuAa

A,

(Pamunun, ums, oT4ECTBO)

cornaceH Ha ydactue B mporpaMme npounakTM4eckoro neYeHus KoHUeHTpaTaMu (DakTOpOB CBEPTbIBAHUS KPOBM.
O BO3MOXHbIX NOBOYHBLIX peakUunsx U pedynbTaTax nedeHus npegynpexgeH(a). O Heobxogumoctn cobnopaTts rpadmk
HabnwaeHust n nabopatopHbix o6crnegoBaHWi NpeaynpeXaeH.

A BNapeto TEXHVKONW BEHOMYHKUUIA U BBEAEHMS NpenapaTa Ui roToB NpovTu Kypc o6y4eHUs BbllLeyka3aHHON Tex-
HUKOW B *

A cornaceH, 4To MOe y4acTue B nporpamme npodunakTUYeckoro nevYeHns HaknagblBaeT Ha MeHs criegylome
06s3aHHOCTH:

- NpoxoauTb BCe HeobxoauMble nabopaTtopHble 06cneaoBaHus;

- NPoUNaKTUYECKOE NEYeHMe NPOBOAUTL CTPOroO MO PEKOMEHAALUN BpaYa;

- ©XXeMeCSAYHO 3anosHATb U cAaBaTb NPOTOKONbl BHYTPUBEHHOTO BBEAEHUS (DAKTOPOB CBEPTHLIBAHUSI KPOBM.

B cnyyae HacTynneHusi OCNOXHEHWI WM OTCYTCTBUS KIMHMYecKoro adydekta HemeaneHHo obpawars-
CcA B *

paboTaloLLmi KpYriocyTOYHO.

B cnyyae HeBbINONHEHUs MoMX 06s3aHHOCTEN, BpadebHbIX pekoMeHaaumn unu obenegoBaHmin Moe y4acTue B
nporpamMme npounakTM4ecKoro reveHns dyaeT npexkpaLieHo.

« » r.

(moanuce)

* HanmeHoBaHve, agpec n tTenedoH MEAULMHCKON OpraHmM3aumm.

37



rOCT P 52600.1—2008

MpunoxeHne U
(cnpaBo4Hoe)

Ho6poBonbHoe UHhOPMUPOBaHHOE Corflacue 3aKOHHOro NpeAcTaBUTeNnA pebeHka,
6onbHoro 6onesHblo Bunne6paHaa, Ha npoBeaeHUe NPOoPUNAKTUIECKOTo feveHus

A,

(Pamunua, nms, oT4ECTBO, CTENeHL POACTBA UMK CTATYC)

corrmaceH Ha y4actue moero pebeHka B nporpaMmMe npounakTu4eckoro
NeYeHnst KoHLeHTpaTamMn (hakTopoB CBePTbIBaHWUs! KPOBKU. O BO3MOXHBLIX MOBOYHLIX peakumsix U pesynbTarax feveHust
npepynpexaer(a). O HeobGxoanmocTn cobnopate rpacduk HabnwaeHMa u nabopaTopHbiXx 06cneaoBaHUI Npeaynpex-
aeH(a).

A uMeto BO3MOXHOCTE BBOAUTL 3TOT MpenapaTt No MecTy XMTENbCTBa U 03HaKoMneH(a) ¢ npaBuiaMm ero Beege-

HUs.
A nHdopMmMpoBaH(a) 0 HEOBXOAMMOCTHU:
- CBOEBPEMEHHO NPOXoaAnThL BCe Heobxoaumble nabopaTopHble 06CrneaoBaHus;
- NpodmnakTu4eckoe neveHme NPoBOAUTL CTPOro MO PEKOMeHAauun Bpaya;
- eXXeMeCsIYHO 3anonHsATb U cAaBaTb NPOTOKONbLI BHYTPMBEHHOTO BBeAeHNS1 (DaKTOPOB CBEPThIBAHWUS KPOBU.
B crnyyae HacTynneHusi OCMOXHEHWW WU OTCYTCTBUSI KINMHUYEcKoro adhdekta HemeaneHHo obpawartbesi B

*
1}

paboTaloLLmin KpYrnocyTo4HO.

A nHopMMpoBaH(a), YTO B Criyvae HEBbLIMOMHEHUs) 3TUX TPeBoBaHUIN UMeeTCsl 3HaYMTENbHbIA PUCK Pa3BUTUS Y
Moero pebGeHKa TSKeIbIX OCIOXHEHWUN.

« » r.

(nognuce)

* HanmeHoBaHwe, agpec 1 tenedoH MEAULMNHCKON OpraHn3aumm.
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Mpunoxenne K
(cnpaBouHoe)

Jo6poBonbHoe MHOPMUPOBaHHOE cornacue GONbLHOro Ha NpoBeAeHMe AOMALLUHEro feYeHnusn

A,

(Pamunun, ums, oT4ECTBO)

cornaceH Ha y4acTtue B nporpaMme AOMaLlHEero rnevYeHusi KOHUeHTpaTamu akTopoB CBepThIBaHUSA KpoBU. O BO3MOXHbIX
noBoYHBIX peakumsax 1 pesynbTatax neveHms npegynpexger(a). O HeobxoanmocTn cobnogaTte rpacuk HabnaeHus u
nabopaTopHbIx 06cnegoBaHuin NpegynpexaeH(a).

A Bnageto TeXHWKOW BEHOMYHKLMIA 1 BBEAEHUS Mpenapara v roToB NPONTU Kypc oby4eHns BbllueyKa3aHHON Tex-
HUKO B *

A cornaceH, 4To MO€ y4acTue B NporpaMmMe AOMALLHETO eYeHusl HaknaablBaeT Ha MeHs1 cregytowyme 0653aHHOCTK:
- NpoxoauTb BCe HeobxoauMble nabopaTtopHble 06cneaoBaHus;

- NpodunakTu4eckoe fneveHme NPoBoAUTL CTPOro MO PEKOMeHAauun BpaYa;

- eXeMeCsYHO 3anorHsATb U cAaBaTth NPOTOKONbI BHYTPYBEHHOIO BBEAEHWSI (DAKTOPOB CBEPThIBAHUS KPOBM.

B cnyvae HaCTynneHWst OCMOXHEHWI WM OTCYTCTBUS KIMHUYECKOro 3dydhekta, HemeaneHHo obpalwaTtbes B

*

paboTaloLLmin KpYriocyTOYHO.

B crny4yae HeBbINONHEHWUst MOMX 06si3aHHOCTEN, Bpa4vebHbIX pekoMeHdauui unu obcnegoBannin moe ydactue B
nporpamMmme gomaluHero neyeHus 6yaeT npekpaweHo.

« » r.

(noagnucek)

* HanmeHoBaHue, agpec u tenedoH MeaULMHCKON OpraHn3auum.
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Mpunoxenne N
(cnpaBouHoe)

MpoTokon BHYTpMBEHHOro BBeAeHUsl (hakTopoB CBePTbIBaHUA KPOBU (NpuMep)

MPOTOKOIN
BHYTPUBEHHOIO BBeAeHUS (haKTOPOB CBEPThIBAHWS KPOBM 38 200 roga
damunua, ninumansl 6oNbHOro Macca (kr)
HaTa poxaeHus Ten. HwvarHos
[lata n Knunnueckuin acpdpeT (Bpems
Oarawu HavumeHoBaHue HACTYMNEHUs yNyYLWeHUa u ero
BpemMs ME Moanuce
Bpems Xapakrep obocTpeHus npenapara, NPOSIBNEeHUs1 — yMeHblUeHue
BBEAEHUN dakropa 6onbHOro
obocTpeHus cepust 6onu, obbema KPOBOUINUAHNUA
KOHLEHTpaTa
wap.)
01.01.01 Hocoeoe kposote-| 01.01.01 2 x500 15.45 — npekpaweHne Kpo-
14.45 YeHue 15.00 BOTEYEHWsI

Mognuck nauneHTa

40

Moagnuck nevauwero Bpava

BHUMAHWE!
Beoautb KoHUeHTpaTbl (haKTOPOB CBEPTLIBAHMS KPOBU

HeoBXoAMMO B CAMOM Havane KpoBouanusiHus!
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Mpunoxexne M
(cnpaBoy4Hoe)

®opma nacnopTa naumeHTa ¢ 6onesHnio Bunne6paHaa

MacnopTt nauueHTa ¢ 6onesHblo Bunne6panaa

Damunus i Tun GonesHn Bunnedpanaa
D
Umn
o { YpoBeHb chakTopa
T OTtyecTBO i Pesyc-cbakTop
Mpynna kpoBwu
0 lop poxaeHun Hanuuune nHrmbuTopa
NMPU HECYACTHOM CINYYAE
DOowm. agpec 9KCTPEHHO
e obecne4yumb 8HYMPUBEHHOE
nepeinusaHue aHTUreMoUnbHbIX
Ten. npenapaToB

BnageneL, HacTosiLero AOKYMeHTa cTpajaeT

e QJocmasumb 8 bnuxaduwyo
MeOUUUHCKYIO op2aHu3ayuio

NMOHWXEHHOMN CBEepTbiBAEMOCTbIO KpOBM, (Bcerna npegnoyvTuTeneH nepeson
nonyvyaet BHYTPMBEHHbIE WHBbEeKLUKN 60mnbLHOrO B CNEeLUanvMsmpoBaHHyIo
npenaparamMmum KpoBM. i Kj‘||/|HMKy)
Mpu Hem mMoryT ObiTb  MeguUUMHCKUE e [10360HUMbB 10 Merl.:

npenapatbl U UIHCTPYMEHThI [iNsi BHYTPUBEHHOO AnNsi 3KCTPEHHON MEeAULIMHCKOM
BBEAEHNA aHTUreMOoMUIbHBLIX NpenapaTos. KOHCYNnbTaLuu
HaTta Bbiaaum
Cpok gercTBUA: 6eccpoyHo
Moanuck Bpaya

HanmeHoBaHue n nevatb MEAULIMHCKOM

opraHusauum
TPEBYETCA CPOYHAA MEOAULIMHCKAA
NMOMOLLb.
HEINb3A NPUMEHATbL ACMUPUH
HENb34 QENATb BHYTPUMbILUEYHBIE
WHBEKLUUN
lpocum okasbieamb ecsiHeckoe
codelicmeaue!
MACMOPT
6onsbHoro BONE3HbLIO

BUNNEBPAHOA
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Bu6nuorpadusn

[11 MexagyHapogHasi cTatucTuyeckas knaccudukauns 6ornesHen, TpaBM M COCTOSIHWIA, BIUSIIOWMX Ha 300POBbE,

10-ro nepecmoTtpa (MKB-10) (BcemnpHasi opraHv3saums 3gpaBooxpaHeHusi, 1994)

[2] HomeHknaTypa pa6oTuycnyr B 3gpaBooxpaHeHuv (MMHUCTEPCTBO 34paBOOXpaHeHWs U coumansHoro passutus Poc-

curickon Gegepauum, 2004)

YOK 616-08:006.354 OKC 11.160 P24

OKTI1 94 4000

KntoueBble cnosa: NpoTOKOSbI BeAeHUsI 60nbHbIX, bonesHb Bunnebpanga, Modens nauneHTa, AnarHoctuka,

neveHne, MeuUnHCKMNEe yenyrm

Pepaktop O.A. Cmosarosckas
TexHuueckun penaktop H.C. Mpuwarosa
KoppekTop B./. Bapetyosa
KomnblotepHas Bepctka J1.A. Kpyzosod
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Ha6paro Bo ¢y « CTAHOAPTUH®OPM» Ha MOBM.
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