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IIOCTAHOBJIEHUE MUHUCTEPCTBA 3JIPABOOXPAHEHU 1
PECITYBJIMKU BEJIAPYChb
29 urons 2022 r. Ne 80

OO0 yTBep:KIeHNHN KIMHUYEeCKUX MTPOTOKO0JI0B

Ha ocHoBanuu a63ama aeBsToro 4yactu mepBoi cratbu | 3akona PecnyOnuku bemapych
or 18 mrona 1993 r.  Ne2435-XII  «O 3apaBoOoXpaHeHMM», NOANYHKTa 8.3  IyHKTa 8
u noanyHkTa 9.1 mnynkra 9 TlomoxkeHuss o MuHUCTEpPCTBE 3IpaBOOXpaHeHUs PecmyOmuku
benapych, yrtBepxkaeHHoro mnocrtaHoBieHueM CoBera MunuctpoB Pecnyonuku benapych
ot 28 okTs10pst 2011 r. Ne 1446, MunucrepcTtBo 3apaBooxpaHeHusi PecrnyOnumku benapychk
[NOCTAHOBJIAET:

1. YTBepauTh:

KIIMHUYEeCKUH TpoTokon «OKa3zaHWE MEIUIMHCKONH TIOMOIIM ManueHTaMm (B3pocioe
1 JIETCKOE HaceneHue) ¢ remodunueit A u remoduiueii By (mpunaraercs);

KIIMHUYEeCKU TpoTokon «OKa3zaHUE MEIUIMHCKONH TIOMOIIM ManueHTaMm (B3pocioe
U JIETCKOE HaceseHue) ¢ 6ose3Hpto BusuieOpanga» (mpuitaraercs).

2. Ilpu3HaTh yTPAaTUBIIUMHU CUITY:

a03arl mAThIN MyHKTa | mpuka3za MuHucTepcTBa 3apaBooxpaneHust Pecryonuku benapych
or 31 mast 2012 r. Ne 662 «O0 yTBep» A€HUU KIMHUYECKUX MPOTOKOJIOB JUATHOCTHKH U JICUCHHS
OTJENbHBIX TEeMATOJIOTUYECKHX 3a00JIeBaHUN U MPOTOKOJOB MEAMIMHCKON peaduiIuTalnuu
MarueHToB ¢ reMopunneii A u By;

nmocTaHOBJIeHHE MuHucTepcTBa 3/1paBooxpaHeHus Pecnyonmuku benmapychk ot 17 anpens
20171. Ne30 «OO yTBepKIEeHUU KIMHHYECKOTO MPOTOKoNa «JlMarHocTtuka, JiedeHHE
1 TpOoMITAKTHKA TAIMEHTOB ¢ reModrmeit A u remodrineir By u nmpu3HaHuM yTpaTUBIIMMH
CUJIY HEKOTOPBIX IIPUKA30BY.

3. HacTosiee moctaHoBiI€HUE BCTYAeT B CUITY MOCIIE €ro 0(hULIHaIbHOTO OMyOJINKOBaHUS.
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MUHUCTEPCTBO 110 Ype3BbIYAHBIM
curyauusm Pecriy6nmku benapychb

HanmonansHas akanemus
Hayk bemapycu

VYupasnenue aenamu [Ipesunenra
Pecrry6nmuku benapycs

YTBEPXIEHO

ITocTanoBnecHuE

MuHHCTEepCTBA 3MPABOOXPAHCHUS
Pecrry6nmuku benapycs
29.07.2022 Ne 80

KJIUHUYECKUM ITPOTOKO.T
«Oxka3zaHne MeIMIMHCKON MOMOIIM NAMEeHTaM (B3P0OCJioe U 1eTCKOe HaceJIeHHe)
¢ remopuiueii A u remoduiuei B»

I'JIABA 1
OBIIME ITOJIOKEHUA

1. Hacrosimuii KIMHUYECKUH MPOTOKOJI YCTaHABIMBAeT oOmIMe TpeOOBaHUS K 00beMy
MEAUIIMHCKOW TTOMOIIIM, OKa3bIBAEMOI B CTAIlMOHAPHBIX U aMOYJIATOPHBIX YCIOBUSIX MallMeHTaM
(B3pociioe 1 IeTcKoe HaceneHue) ¢ remodunueit A u remoduinueii B (tumdp no MexayHapoaHoit
CTaTUCTUYECKON Kiaccuukammu O0Je3HEeH | MpoOJieM, CBSI3aHHBIX CO 3JJ0POBBEM, JIECATOTO
nepecmoTpa — D66 I'emopunus A; D67 I'emodunus B).

2. TpeOoBaHUsl HACTOSIIETO KJIMHUYECKOTO TMPOTOKOJA SIBISIIOTCS 00s3aTelbHBIMU
JUIS FOPUIMYECKUX — JIMIl W UHAUBUAYAIbHBIX  MpEANpPUHUMATENCH,  OCYIIECTBISIONINX
MEAUIMHCKYIO IeATEIbHOCTh B TIOPSAKE, YCTAHOBIEHHOM 3aKOHOATEIbCTBOM.

3. 1 menelt HACTOAIIETO KJIMHUYECKOTO IPOTOKOJIA HCIOJB3YIOTCS TEPMHUHBI U UX
OTpeACIICHUS B 3HAYCHMUSIX, YCTaHOBJICHHBIX 3aKOHOM Pecry6nuku benapych
«O 31paBOOXpaHEHUNY, & TAKXKE CICAYIONINE TEPMUHBI U UX OMPEICIICHUS:

AHTUUHTUOUTOPHBIN KoarystHTHeIM KoMmruieke (manee — AKK) — konmeHntpar ¢akTtopos
IpOTPOMOMHOBOTO KOMILJIEKCa, conaepkamuid (akropel cBepThiBaHus KpoBu (nanee — DCK,
daktop, F) II, IX u X npeuMyIiecTBEHHO B HEaKTHBHPOBAHHOW (OpMe M aKTUBHUPOBAHHBIN
¢axrop Vlla;

BBesleHue remoctaruueckoro JIC — By jiedeHus, Mpu KOTOPOM BBEACHHE KOHLIEHTpaTa
@OCK (manee — KOCK) VIII unu IX ocymiecTBAsIOT 10 (PakTy BOSHUKHOBEHHS KPOBOTCUCHHS
C LIETIBI0 TeMOCTA3a;

reMOCTa3UONATHsI — HapyIICHHE CBEPTHIBAHUS KpPOBU, OOYCIIOBICHHOE BPOXKICHHBIM,
HACJEACTBEHHBIM WM TMPUOOPETCHHBIM JehUIUTOM U (WIH) TOPAKEHHEM TPOMOOIIMTOB,
cocyauctoil crerku u (mm) OCK;

reMo(uIus — BpOXKIACHHAs KOAryJomnaTus, ClerieHHas ¢ X-XpOMOCOMOM, 00yCIOBIIEHHAs
neuuurom @CK VIII (remodunus A) i OCK IX (remodunust B), npuBonsinas K HapyIeHHIO
CBEPTHIBAEMOCTH  KpPOBH,  YIPOXKAIOLIEMYy  KpPOBOTCUEHHUSIMU  (CIIOHTAaHHBIMU U (WJIH)
TPaBMaTHYECKOTO XapaKkTepa);

JICHb BBEJICHUS — KAJICHIAPHBIN JIEHb, HA TPOTSKEHUH KOTOPOro ManyueHTy BBoauim 1, 2, 3
i 6onbiiee yncio paz KOCK B teuenue 24 yacos;

3aMecTUTeNbHAsl Tepanus — MeauiuHckoe npuMeHeHue JIC wiaM KOMIIOHEHTa KpPOBH,
conepxkammx aedunurapii ®CK u (Uu) KIETKH KPOBH;

MMMYHHBIH HHTHOUTOp — aHTuTena K @CK, Gnokupyromue GyHKINOHATBHYI0 aKTUBHOCTh
®CK manuenrta unu ®CK B coctabe KOCK;

uHruouTopHass ¢opma remodwinu — (Gopma BpOKACHHOW TeMODHINM, TPU KOTOPOM
B OpraHu3Me MalueHTa, UMEIOIIero BpoxkAeHHbIN aedummt onpeneneanoro ®CK, naumHarot
BBIPa0ATHIBATHCSI HMMYHHBIE HHTHOUTOPHI K BBoguMomMy KDCK;



MHTUOUTOPHBIM OTBET — YCKOpPEHHE BBIBEICHUS WM WHAKTUBALUA BBEACHHOIO
nepuuutHoro OCK, 3apeructpupoBaHHbie B X0/€ (HapMaKOKMHETHUYECKOTO HCCIECIOBAHUS MIPH
HaJIMYUU WA OTCYTCTBHH JJAOOPATOpHO omnpeaensieMoro nuuruouropa k nepunutiomy OCK;

UHAYKIUS ~ UMMYyHOJOTMYeckoW  TosepaHTHocTH  (manee — WUT)—  nposenenue
3aMeCTUTENbHON Tepanuu ¢ ucnonb3oBaHueM KOCK VIII B BBICOKHX J103aX € LEJbIO
sanuMHUHANMY UHTHOUTOpOB K FVIII;

KOaryJjornaTusi — HapylIeHHe CBEpThIBAaHUS KPOBU HACIEACTBEHHOIO MJIM MPUOOPETEHHOTO
xapakTepa, ooycnosneHHoe aepunutom OCK;

K®CK - remocraruueckoe siekapctBeHHOE cpeacTBo (nanee — JIC), conepxariee @CK mnm
UX KOMIUIEKC, PUMEHAEMOE JJIsi OCTAHOBKU MJIM METUITUTHCKON MPOPHIAKTUKH KPOBOTEUECHUH;

MeXIayHapoaHas enuHuiia akTuBHOcTH (mamee — ME) ®OCK - egununa usmepeHwus
aktuBHocTH PCK. 3a onny ME aktuBnoctn @CK VIII (IX) ycnosHo npunsta 100 % akTUBHOCTH
OCK VII (IX), comepxkamerocss B1 M1 HOPMalIbHOM JOHOPCKOW TuTa3Mbl  (ITyI)
(cTaOUIM3UPOBAHHOM LIUTPATOM HATPHs B COOTHOIIEHUH 9:1);

onna eamnuna beresma (manee — BE/mn (anrn.: Bethesda Unit mnu BU/ml) — ypoBenb
COoJZIepKaHUsl MHTUOMTOpa B IUIa3M€ KPOBH IMALMEHTa, KOTOPHIH NpUBOIUT K 50 % CHUXKEHHIO
aktuBHOCTH OCK VIII (IX);

ocratouHasi akTuBHOCTh PCK mpu mposenennun @KU — aktuBHocTh neduuutHOoro ®CK
B KpOBH MaiueHTa yepes 24 yaca nocie BeeneHuss KOCK;

OCTaTOYHasi KOaryJsiuoHHast akTuBHOCTh — akTuBHOCTH, @CK VIII (IX) nmepen BBeneHuEM
ouepeaHoi npodunakruueckou (TepamneBrudeckoit) no3p1 KOCK VIII (IX);

MOKa3aTelb BOCCTAHOBIEHHs (AQHIJL.: recovery in Vvivo) — IMOBBIIICHHE KOArYJISIIMOHHON
AKTUBHOCTH KPOBHM TaIMeHTa TNpu BHyTpuBeHHOM OomtocHoM BBeaeHun KOCK VIII (IX)
u3 pacuera 1 ME/kr (%/ME x kr'!). BoccTaHOB/IEHHE PACCUUTHIBAIOT MyTEM JeIeHHs TPUPOCTA
KOAryJIsIIUOHHON aKTUBHOCTH I10 CPAaBHEHHUIO C UCXOJHOM B mpoueHTax (%) Ha BEIUYUHY
BBeZieHHOM 10361 K®CK wu3 pacuera Ha equnmiy wMaccel Tena (ME/kr). Ilokasarens
BoccTaHOBJIeHUs B HOpMe st hakTopa VIII 1,6-2,2; nnst dakropa IX 0,8-1,1;

npenaparsl LyHTHpYlolero aeicteus — remocraruueckue JIC, He conepxkamue @CK VIII
1 obecrieunBaronue remocraruueckuii 3¢ ekt 6e3 yuactus aedpunutaeix OCK;

npuobperenHas remodunus (nanee — III') — ayrommmyHHOe 3a00jeBaHUE, CBSI3aHHOE
¢ nosieinenueM ayroantures k ®CK VIII, nposersromeecs aepunurom OCK VIII u Tennennmeit
K KPOBOTOYHBOCTH;

npodunaktuyeckoe BBeAeHHe TemocTtaruueckux JIC — Bua JeyeHHs, HpU KOTOPOM
npoBoAT peryisipHoe BBeaenue KOCK nns moanepxanus ypoBHS OCTaTOYHON KOATyJISALMOHHOM
aktuBHoctn OCK VIII (IX) Bmmasme kpoBu mnauuenta He menee 2,1 % (0,021 ME/mn),
OIIpEeJICIEHHOTO TIepe/l OUePEIHBIM BBEICHUEM;

cneruduaeckas aktuBHOCTH (manmee — CA) KOCK (umcrora) — comepkaHue >KelraeMoro
@®CK 10 OTHOIIEHHUIO K JPYTUM NMPUCYTCTBYIOMMM cocTasisitoutum B JIC, ME/Mr obmiero Genka;

(dakTop Bunnebpanna (nanee — vVWF) — kpynHBIN MyJIbTUMEPHBINA TJIUKOMPOTEHH TIa3MBI
KpoBH, pepepentHoe 3HaueHue vVWF ot 0,5 1o 1,5 ME/mn (50-150 %);

(dbapmakokuHeTHYeckoe wuccienoBanue (manee — OKU)— mnpouemypa ompeaeneHus
aktuBHocTH ®CK B mmazMe kpoBu nanuenTa B 1uHamuke nocie seeaeHns KOCK, cogepxatuero
uccienyembii ®CK;

neneBoir ypoBeHb MOCK — MHUHHMaBHO J0CTaTOYHas akKTUBHOCTH Aedunuraoro OCK
B KpOBH MallMeHTa, 00ECIIeUnBalOIasi OCTAHOBKY KPOBOTEUEHHUSI.

4. MenuuuHCKas TOMOIIb MallueHTaM (B3pOCIIoe U IETCKOE HaceJIeHne) ¢ reMouineit A u
remodunueii B ocymectBusiercs:

B pallOHHBIX, 00JIACTHBIX, PECITYOIIMKaHCKUX OPTaHU3aIMIX 3]paBOOXpaHEHUs (aajee, eciu
He ycTaHoBiieHO uHoe,— O3). Jlnsg mpoBeaeHUss BpadyeOHOW KOHCYJIbTAIMK (BpaueOHOTO
KOHCHJIMYMa) TAIlMEHThl HANpAaBISIOTCA B 00JACTHON KaOWHET MAaTOJOTHMHM TeMOCTaza WM
PecryGnukaHCcKuit IIEHTp MaTOJIOTHN TEMOCTA3a;

Ha JIOTOCHUTAJIBLHOM 3Tare — MeIUIIMHCKUMU pabOTHUKaMU OpHUTraibl CKOPO METUIIMHCKOM
nomomu (nmanee — CMII). Ilanmentsl Takke MoryT BBoauTh JIC camocTosTenbHO | (WIJIH)
C TOMOIIIBIO JIUII, OKAa3bIBAIOIINX UM MEAULUHCKYIO TOMOIIb.

BrinonHenue Xupypriuueckux BMEIIaTeaIbCTB OCYIECTBIIETCS [TOCIE KOHCYJIBTAllUU Bpaya-
remMaroyiora u (WiH) Bpada-TpaHc@y3uosora. BeIOTHEHNE CIIOKHBIX U BRICOKOTEXHOJOTUYHBIX



XUPYPIHUYECKUX BMEIIATENbCTB, JTA0opaTOpHBIX HccienoBanuii ypoBHsi ®CK u mHrHOUTOPOB
K HUM OCYIIECTBIISIETCSl B 00JIACTHBIX U (WiK) pecnyonukanckux O3.

AJNropuT™M HampaBlieHUs MallMeHTa, TOCTUrIero 18-j1eTHero Bo3pacta, Mo MEAUIIMHCKOE
HaOmonenne B O3, OKa3bIBAOIIYI0 MEAUIMHCKYIO TMOMOIIL IMAlMEHTaM B BO3PACTE CTapiie
18 met, mpeacTaBiieH B PUIIOKEHUU 1.

AJTOpUTM  OpraHu3alMid  OPTOMEAO-TPABMATOJOTMUECKOM  MEIUIMHCKOM  MOMOIIU
ManueHTaM ¢ TeMOCTa3uONaTHsIMU MIPEICTABIICH B MPUIIOKEHHUH 2.

5. [TarueHTsI ¢ YCTAaHOBIEHHBIM TUATHO30M TeMOQUITHH:

MOJIeKAT JUCTaHCcepU3alun B MIOPSJIKE, YCTaHOBJICHHOM MunuctepcTBOM
3/1paBOOXPaHEHUS;

HampaBlIAIOTCS  HA MEIMLMHCKYIO  peaOWIMTAlMI0 B COOTBETCTBHM  C MOPSAKOM,
YTBEPkKACHHBIM MUHUCTEPCTBOM 3/IpaBOOXPAHEHHS;

COOJTIO/IAl0T OXPaHUTEIBHBIA PEKHUM, COOTBETCTBYIOIIUNA OOCCICYCHHUIO MEIUITMHCKON
npoUIAKTUKN PUCKA TpaBMaTU3aluu (TpriokeHue 3);

HECYT TIEpPCOHAJIbHYI0 OTBETCTBEHHOCTb 3a COXPAHEHHE COOCTBEHHOIO  3/I0POBBS
1 ucnonb3zoBanue JIC, MOTy4eHHBIX IS TOMAIIHETO JICYCHHsI, COOMIOACHUE PEeKUMa JICUCHHSI,
BBITIOJTHEHUE PEKOMEHIallU Bpaya-CrelHaiucTa.

6. Bemnucky penenra Bpaua Ha KOCK winm MHOH reMOCTaTHYECKUM JIEKapCTBEHHBIN
npenapar Ui JIeYeHUsI B aMOYJIaTOPHBIX YCIOBUAX OCYIIECTBIISIET Bpad-CHEIUAINUCT IO MECTY
MEIUIIMHCKOTO HaOo1eHus narueHTa win B O3 1Mo MecTy npokuBaHus (MpeObIBaHUS ) TAITUEHTA
Ha OCHOBAaHUM KOHCYJBTAaTUBHOTO 3aKJIIOYEHHSI COTJIACHO MYHKTY 13 HACTOAIIETO KIMHUYECKOTO
MPOTOKONIa (CPOK JEWUCTBUS KOHCYJIBTAaTUBHOTO 3aKJIIOUEHUs O MecsleB, Uit JeTe mpu
MPOPUIAKTHYECKOM JICUeHUH — | Tox).

7. O6ecneuenne nanuentoB KOCK ocymiectBisercs:

B antekax cuctembl PYII «BEJIGAPMAIINS» (pernoHaqbHOTO YPOBHS WJIM IO MECTY
MEIUIIMHCKOTO  HAOMIOACHMS) —  JUIs JICUCHUST B aMOYJIaTOpHBIX  YCIOBHSX (B oOBeMe,
MPEAYCMOTPEHHOM pellIeHHEeM BpauyeOHOr0 KOHCHIIMYMA);

B O3 mo Mmecty >xutenbcTBa (NMpeObIBaHMS) NAIlMEHTA — JUIS OKa3aHUS MEIUIIMHCKON
MOMOIUIH B CTallHOHAPHBIX YCIOBUSX, B YCIOBHIX OT/ICICHUS THEBHOTO MPEOBIBAHUS;

B OpraHU3aIliu CKOPOH (HEOTIOKHOM ) METUITMHCKOM MTOMOII MOKET OBITh MPEyCMOTPEH
pezepp  KOCK wu (wim) Kpuompenunurata B OObBEME W CTPYKTYpE, COOTBETCTBYIOIIUX
MOTPEOHOCTH PETHoHA — JUIS OKAa3aHHS SKCTPEHHOW W HEOTJIOKHOM MEIUIIMHCKOW TOMOIIH
BpaueOHbIMU Opuramamu CMII.

8. KOCK nns noMaliHero jgeueHus: MOKET BblJaBaThCs HA PYKU:

MalMEHTY, JOCTUTIIEMY 18-J1eTHEro Bo3pacra;

3aKOHHOMY MPEACTaBUTENIO MALUEHTA.

9. IlanueHTy C BpOXKJIEHHBIMU (TPUOOPETEHHBIMU) HAPYLICHUSIMH CBEPTHIBAHUS KPOBU
(3aKOHHOMY TPEJICTABUTENIO TAIMEHTa) BpPy4YaeTcsl MaMsITKa O HEOOXOIUMOCTH COOJIIOJICHUS
OXPAHUTEIBHOTO PEXHUMa JUIS MAllMEHTOB C BPOKIECHHBIMU (IPUOOPETEHHBIMU) HAapyIICHUSIMU
CBEPTHIBaHUSI KPOBU COTJIACHO MPUIIOKEHUIO 3.

10. Beenenue remocratnueckoro JIC ocyniecTBiseTcs:

B O3 — MeIUIIMHCKUM paOOTHUKOM 10 Ha3HAYCHHIO Bpada-CIeIUaINCTa;

B aMOYJaTOpPHBIX YCJIOBHUSIX CAMOCTOSITENIbHO WJIM MEAMIMHCKUMH pabOTHUKaMU
BpaueOHbIx Opurag CMIT;

B COOTBETCTBUU C MHCTPYKLMEH MO MEIUIIMHCKOMY NMPUMEHEHHIO (JIUCTOK-BKiIabim) JIC,
B MHJIUBUIYaJIbHOM JO3UPOBKE, COOTBETCTBYIOIIEH KIMHUYECKOW CUTyalud, C y4ETOM
HACTOSIIETr0 KJIMHUYECKOr0 MPOTOKOJIA.

11. BBeneHne KOMIIOHEHTOB KPOBU T'€MOCTaTUUECKOTO AEHCTBUS OCYLIECTBIISAETCS:

B O3 MeauIMHCKUM pPaOOTHHKOM, OMYIICHHBIM K OKa3aHUIO TPaHCQY3UOTOTHISCKOM
MEIULUHCKON MOMOIIN B YCTAHOBJIEHHOM MOPSIJIKE;

B aMOyJIaTOPHBIX YCIOBUSAX MEAUIIMHCKMUMH paOOTHHKaMu BpadeOHBIX Opuram CMII,
JOTMYIICHHBIMU K OKa3aHUIO0 TPAHC(Y3UOIOTUIECKOW METUIIMHCKON MOMOIIU B YCTAaHOBICHHOM
MOPSAJIKE;

B COOTBETCTBUM C MHCTPYKIUEU MO METUIIMHCKOMY TPUMEHEHHUIO KPOBHU, €€ KOMIIOHEHTOB
0 KJIMHUKO-J1a00paTOPHBIM MOKA3aHUSAM, C YYETOM HACTOSALIET0 KIMHUYECKOTO MPOTOKOJIA.



12. ®akt BBenenusi remocrarudeckoro JIC, KOMIIOHEHTOB KPOBH TI€MOCTATHYECKOIO
NEUCTBUS PETUCTPUPYETC:

IIPU CaMOCTOSITEJIbHOM BBeIeHUH reMocTatnyeckoro JIC — caMuM marnueHToM (3aKOHHBIM
MpeACTaBUTENEM TAlMEHTa) B JHEBHHMKE TNalMeHTa (WIM WHOM JIOKYMEHTE, YCTPOWCTBE,
MH(POPMaIMOHHO-aHATUTUYECKON CHCTEME);

IIPY BBEICHUU MEIUIMHCKUM paboTHUKOM Opuraasl CMII — mo ycTaHoBIEeHHBIM (hopMam
YYETHBIX MEAUIIMHCKUX JOKYMEHTOB 10 TpaHc(hy3nonoruu, B kapte BbizoBa opuranst CMII;

npu BBefeHUH B O3 — B METUIIMHCKOM KapTe CTAIlHOHAPHOTO OOJILHOTO (B MEIMIIMHCKOU
KapTe aMOyJiaTopHOro OOJBHOTO), II0 YCTAHOBIEHHBIM (OpMaM YUYETHBIX MEIUIIMHCKUX
JOKYMEHTOB TI0 TPaHC()Y3HOIOTHH, B BBIITUCHOM (TIEPEBOIHOM ) SITUKPHU3E.

13. KoncynpTaTBHOE  3akitoueHre  odopmiisieTcss Tnpu  oOpalieHuW  TalueHTa
c remopmmueit A (B) k Bpauy-cnenmanucty amOyiaaTopHO. B KOHCYJIBTaTUBHOM 3aKJIIOUCHHU
Bpau-CHEUAINCT PETUCTPUPYET, B TOM YUCIIE ITUArHO3, (hakT (WK OTCYTCTBHE) KPOBOTECUCHUS,
XapakTep ¥ BBIPQXKCHHOCTh OOJEBOTO CHHIPOMAa, HAUMEHOBAHHME W 103y BBEIACHHOIO
remoctarudeckoro JIC (KOMIIOHEHTOB KPOBH T€MOCTAaTHYECKOTO JCUCTBHUs). Bpadu-remarosior
(Bpau-TpaHCdy3UOIOT) B KOHCYJIBTATHBHOM  3aKIIOYEHUU PETUCTPUPYET, B TOM YHUCIE
KOJIMYECTBO KPOBOTECUCHUH M YUCIIO JHEH BBeIeHUs TeMocTatndeckoro JIC (KOMIOHEHTOB KPOBH
TeMOCTaTHYECKOTO ACHCTBHSI) 32 MPOILISANINN KaTCHIAPHBIN To1 (IEpUO).

IJIABA 2
KJACCUPUKALINAS 1 JUATHOCTUKA TEMO®WJINH A (B)

14. Jle6roT 3a00neBaHusl, KaK MPaBUJIO, TPOUCXOIUT B PAHHEM JETCKOM BO3pacTe B BHJIC
PELUIMBUPYIOLIETO FEMOPPArHuecKoro CUHAPOMa MPEUMYIIECTBEHHO TeMaTOMHOTO THIIa, B TOM
quclie CIOHTaHHBIX KpoBoTeueHui. [Ipu nerkoit popme KpoBOTEUEHNS BOZHUKAIOT MOCIIE TPAaBM
WJIH TIPU TIPOBEJICHUY WHBA3UBHBIX BMEIIATEIIBCTB.

15. Meauko-reHeTHIYeCKOe KOHCYJIBTHPOBAHUE TIPOBOJUTCS ISl OTIPENICIICHUST 00bema
Y TAaKTUKHU MPEHATATLHOM (JIOPOIOBO ) TMATHOCTUKY MTPH TUIAHUPOBAHUU JIETOPOKICHHS B CEMbE,
B KOTOpOM paHee BbIsBIIeHa reModunusi. Becem manpunkam 70 1 roga ¢ remodummeit A u B, ux
MarepsiM U POJHBIM CECTPaM BBIMOJIHAIOT T€HETHUECKOE MCCIIEIOBAHUE JUJIsl ONPEIeTICHUsl TUIIa
MyTanuu reHa, orBerctBeHHoro 3a cuHre3 MCK VIII (IX), coorBercTBeHHO. ['eHeTHMUeckoe
UCCIIEIOBAaHNE MOXET OBITh PEKOMEHIIOBAHO JUIsi yTOYHEHUS pPUCKA BO3HUKHOBEHHUS
WHTUOUTOPHOM opmbl 3a00sieBanus 1 Beioopa JIC.

16. lnarHocTH4ecKre KpUTEPUN TeMOPHITIH:

cHkeHue conepkanus B kpou nanuenta @CK VIII (IX) amxe 40 % (0,4 ME/mn);

OTCYTCTBUE MPU3HAKOB Oosie3Hn BuiieOpanaa u npruoOpeTeHHOro UMMYHHOTO HHTHOUTOpa
k ®CK VIII (IX).

17. Knaccudukamuss  remodunuu A (B) 1o cTenmeHM — TSHKECTH  OCHOBBIBAETCS
Ha conepxkannun @CK B KpoBU nanueHTa:

TspKenas — meHee 1 %;

cpeansia — 1-5 %;

nerkas — 6omee 5 %.

TskecTb TreMOpparudyeckoro CHUHApPOMa OICHUBACTCS B COOTBETCTBUM  CO LIKAJIOH
(mpunoxenue 4, tabauna 1).

I'JTABA 3
JIEHEHUE 'EMO®UNJINU A (B)

18. Ins okazaHusi MEIMIIMHCKOM moMomnu npuMeHstoT remocrtatuyeckue JIC — KOCK
u (unn) ueble remoctatndeckue JIC, KOMIOHEHTHI KPOBU T€MOCTAaTHYECKOTO ICUCTBUS (B ClTydae
orcyrcTBusi KOCK, 10 MHBIM ITPpUYHHAM).

MenuuuHckoe NpPUMEHEHUE HE 3apEeTrUCTPUPOBAHHBIX B yCTaHOBJIEHHOM mopsake JIC
U IO MEUIIMHCKUM  TIOKa3aHMUSIM, HE YIOMSIHYTHIM B MHCTPYKUMH IO MEIULHUHCKOMY
npuMeHeHnto (ucTke-Bkiuazsime) (off-label), ocymecTBusiercs 1o pemieHH0 BpadyeOHOTO
KOHCHJIMYMa C MMUCbMEHHOTO COIJIacHsl MalleHTa (3aKOHHOTO MPEACTaBUTES).



Bri6op K®CK ocymectisercst ¢ yaetom CA (uuctoThl). bosee BbicOkas dYucToTa
otHOcUTeNbHO AeuiTHOro @CK naet kmuHUYECKHe MPEUMYIIECTBA PU BO3MOXKHOCTH BBIOOpa
JIC.

Knaccudukanus JIC npoBogutcs:

Ha OCHOBE MX YHCTOTHI:

HH3Kas yncrota — meHee 10 ME/mr Genka;

cpennsist unctota — 10-100 ME/Mr 6enka;

BbIcOKas yucrora — 100—1000 ME/mr Oenka;

o4eHb BbIcOKasa uyncToTa — 6onee 1000 ME/mr Oenka;

Mepuoia UUPKYJISUUU (WK epruoja ModyKU3HU B OpraHu3Me MaliueHTa);

MMMYHOT€HHOCTH;

¢dbopmBbI TeMOPUITHH.

[Tpumenenne JIC, comepxkamiero daxrop FVIII u vWF B komOuHammm, ocymecTBisieTcs
B COOTBETCTBUU C MHCTPYKIMEH IO MEAUIIMHCKOMY MPUMEHEHUIO (JTUCTKOM-BKIiaabimem) JIC.
[Tepen npumenennem nganHoro JIC pekoMeHayeTcss MEIUIIMHCKUN OCMOTp TMallMeHTa Ha YPOBEHb
aktuBHOCTH VWF. BBenenue ykazannoro JIC u nu30eirounas aktuBHOCT, VWF B KpoBU manuenTa
MO3KET MOBBIIIATh PUCK PA3BUTHUS TPOoMOO3a.

19. Tlon6op no3er u pexxuma BBeacHuss KDOCK ocymectBisitor B O3, okasbIBaromieit
CHEIUaTU3UPOBAaHHYI0 (TE€MATOJIOTHYECKYI0) MEIUIIMHCKYI0 ToMoIllb, Ha ocHoBaHuu OKU,
[0 PEIICHUIO BpPayeOHOTO KOHCWINYMa, C OQOPMIICHHEM KOHCYJIbTaTUBHOTO 3aKIIOYCHUS,
coJiep Kaliero peKOMEeHIaIuu 1Mo 103upoBke, kpatHOCTH BBeneHus KOCK, oopeme obecnieueHust
Ha KBapTall.

YuuTeiBas pa3MYHBIA KOAryJSIIMOHHBIM OTBET MAaIlMEeHTOB c remodmmeir A (B) mpu
BBezieHnn KOCK VIII (IX) pa3nuyHbIX NPOU3BOAUTENEH, OPUEHTUPYIOTCS HA T€MOCTAaTUYECKHMA
MOPOT  KOAryJslMOHHOW  aKTUBHOCTH, OOECIEYUBAIOUIMN  OCTAHOBKY  KPOBOTEUEHHUS
B 3aBUCHMOCTHU OT JIOKQJIM3AIlM WIM HCTOYHUKA KpoBoTeueHus. [[Is1 AOCTHMIXKEHHUS 1IeJIeBOro
remocrarudeckoro mopora (meneporo ypoHs ®@CK) koaryasiinoHHON aKTUBHOCTH JOITYCKAETCS
yBenuueHue (uwim cHmwkeHue) tepaneBtuueckoir no3p1 KOCK VIII (IX) B3aBucumocTH
OT KOHKPETHOW KIMHUYECKON CUTyamnuu (MpuiokeHue 4, Tadbiuia 2) ¥ BeTUIUH MOMPaBOYHBIX
K03 (QUIIMEHTOB, MPEICTABICHHBIX MMPOU3BOIUTEIEM B HHCTPYKIHSX 1O MPUMEHEHUIO (JIUCTKE-
Brianpiiie) JIC (st ®CK 1X).

20. [lepen nauanom BBenenust KOCK:

Bpau-CHEIUAINCT OICHUBAET BBIPAKEHHOCTh Mepudepruuyeckux BeH Y MalleHTa
Y BO3MOKHOCTh BHYTpUBEHHOTO BBenieHus JIC;

BBITIOJTHSIOT BaKIIMHAIMIO IPOTUB Tenatuta B (mocne qomomauTtensHoro BBeacHUss KOCK).

Bropuunas menunuHckas mpodUIaKTHKa KPOBOTEYCHH MOXKET OCYIIECTBISTHCS IMyTEM
YCTAHOBKH IIEHTPAIBHOTO BEHO3HOro Karerepa tuma Port-A-Cath mo pemenunro BpaueOHOTO
KOHCUJINyMa.

21. B cinyyae OTCYTCTBUSI BEHO3HOT'O JOCTYyIa, HEOOXOAMMOCTH YacTOr0 WU JUIUTEIBHOTO
WCIIOBb30BaHUSI COCYIAUCTOr0 J0CTyna, B ToM uucie, nposenenuss WMUT, ycranaBnuBaroTcs
LEHTPAJIbHBIA BEHO3HBIH KaTeTep WM yCTPOWCTBO JUIS IOCTOSSHHOTO BHYTPHUBEHHOI'O TOCTYIA,
WU JIYEHUE MOXKET OCYILIECTBIAThCS remoctatudueckumu JIC, pekoMeHJA0BaHHBIMU
JUIS TTIOIKOKHOTO BBE/ICHUS.

22. Busl neueHus: TeMOQUITHH:

MEIUIIMHCKAsT Tpo(UIaKTHKa KpoBOTeueHUU — mapeHTepasibHoe BBeneHue KDCK wmm
nHoro remocraruueckoro JIC mis npeaynpexaeHuss BOSHUKHOBEHHSI KPOBOTEUEHHUS C LEJbIO
MOBBILIECHUS KAY€CTBA dU3HHU, COITOCTABUMOIO C TAKOBBIM Yy JIUI] 0€3 reMouiinu;

neueHre mo TpeboBaHuio — napeHtepaibHoe BBeneHue KOCK mo ¢akTty BO3ZHUKHOBEHHUS
KPOBOTEUYEHHUSI C LIETbIO €r0 OCTAaHOBKU;

JoMallHee JedeHue — mapeHtepaibHoe BBeaeHHe K@PCK B aMOynaTOpHBIX YCIOBHSAX
B LEJSIX MEAUIIMHCKON MPO(UIAKTUKHU KPOBOTEUEHUS WITU TI0 TPEOOBAHHUIO.

I'JIABA 4
MEJUIUHCKAS MPOPUIAKTUKA KPOBOTEUEHUI ITPU TEMO®WJINHA A (B)



23. MeauuuHcKas npoguIaKTUKa KPOBOTECUECHU I OCYILIECTBIISICTCS MyTeM
MapeHTepalbHOTO BBeJeHUs remocTaTindeckux JIC B MHAMBUAYATBHO MOIOOpaHHON TO3UPOBKE
U peKUME BBEICHHUS:

MEepBUYHAS MEAHWIMHCKAs MPOQUIAKTUKA — PETyJSIPHO MPOJOIDKAIoNIeecs JIeUeHue,
KOTOpPOE€ HAUYMHAIOT Yy JIETeH B Bo3pacTe 1-2 JieT, paHee He UMEBLIUX KPOBOUBIIUSHUN B CyCTaBBbI,
WJIU TI0CJIE€ TIEPBOTO BHYTPHUCYCTABHOT'O KPOBOU3IIHUSIHUS;

BTOpUYHAS MEIUIMHCKAas MPO(UIAKTUKA — PEryJIIpHO NPOAOJDKAOIIEeCs JIeUeHUe
y MAIMEeHTOB ¢ reMo(uiIuell TsSHKenoi CTeTeHr B Bo3pacTe crapiie 1—2 JeT mocie AByX u Oojee
BHYTPUCYCTABHBIX KPOBOU3IHSIHHIA.

24. Tlox6op 03k, KPATHOCTH W MYyTH BBeIeHUs remoctarudeckoro JIC ocymiecTBisercs
B OosbHMYHON O3, OKa3bIBAIOMICH CIECIHATM3NPOBAHHYI0 MEIUIIMHCKYIO MOMOIh MallUeHTaM
¢ reModmineH, pemenrueM BpadeOHOro KoHcuianyMa (o pesynbraram @KU, yuuTsiBas 4actoty
KpPOBOTEUECHUM, OPTONEIUYECKUN CTaTyC, MEPEHOCUMOCTh remocrarndeckoro JIC, BEHO3HBIN
JIOCTYT, a TaKXKe 00pa3 KU3HU MaIUEHTa (3aHATOCTh U (PU3MYECKYIO0 aKTUBHOCTH ).

Ho3uposka u pexxum BBegeHuss KOCK qis qomaniHero JieueHus: OnpeaessitoTcs Ha OCHOBE
OKU, wucxons u3 HEOOXOIUMOCTH TOJACPKAHUS OCTATOYHON KOAryJISIIMOHHONW aKTHBHOCTH
nepururHoro @CK VIII (IX) B mnazme kposu He menee 2,1 % (0,021 ME/min) nepen ouepeHbiM
BBE/ICHUEM.

Kparnocts u nopsinok npoeaenust @KU (npunoxenue 4, Tadnuna 2):

IaHoBoe — nepef nepBuyHbIM HazHaueHneM KOCK, kaxapie 3—6 MecsieB Ha TPOTSHKEHUT
MepBOro roja NpopuIaKTHIECKOro JeUeHHs, B MOCIEYIOIEeM — Kax/ible 12 Meclies;

BHEIJIAHOBOE — M3MEHEHUE MAacChl Teja, Mepes BBIMOIHEHUEM IUIAHOBOTO ONEPATHUBHOTO
BMeEIIIATEILCTBA (110 MEAUITMHCKUM TTOKa3aHUIM), TPH HEDP(HEKTUBHOCTH TIPOBOIUMOM TEpAITHH,
BBHISIBJICHHE HHTHOUTODA.

OcraTounas koaryssiiuoHHasi akTUBHOCTh nedumurHoro ®CK — ne menee 2,1 % (0,021
ME/mn) nepen odepeqHbIM BBeACHHEM. B 3aBUCUMOCTH OT PHCKOB BO3JEHCTBUS HEM30EKHBIX
U (UM) BEPOSTHBIX BHEIIHUX (AKTOPOB, YIrpPOXKAIOIIMX TpaBMaTU3alWed U pa3BUTHEM
KpoBoTeueHust (00pa3 xku3Hu (paboTa, yueda), COMYTCTBYIONIAs MATOJIOTHA, APYTHE) pelIeHUEeM
BpaueOHOr0 KOHCHUJIMYMa OCTaTOYHAsl KOaryJsiMOHHas akTUBHOCTH AedurutHoro @CK moxer
OBITH N3MEHEHA.

25. MenunuHckasi npoduiIakThuka KpoBOTedueHH mpu remodminnu A (B) mpoBoauTcs
remoctatruaeckuM JIC, peKOMeHJOBaHHBIM BpauyeOHBIM KOHCHIINYMOM:

nyteM BHYTpuUBeHHOro BBeAeHUd K®OCK B MHAMBUAYAIBHOW [TO3UPOBKE U PEKUME,
paccuntanHbiM 10 pesyibTatam @KU (2-3 pasa B Hepento B no3upoBke KOCK VIII no 2040
ME/kr, KOCK IX — no 30-50 ME/kr);

myTeM T0AK0XHOTO BBefeHus JIC amumusyma6' mpu remodunum A (B MHAMBHIYaTbHOM
JO3UPOBKE IOCII€ IPOBEJCHUS HATPY30YHOM Tepanum).

! HasznagaeTcst 3a cueT COOCTBEHHBIX Cp€acCTB, CpPEACTB MOPUIANYCCKUX JIML W UHBIX HWCTOYHUKOB,
HE 3allpCUICHHbIX 3aKOHOAATCJIbCTBOM, IIPpU HAJIUYUU MCEIUIUHCKUX IMOKa3aHUKi (l'[O KU3HCHHBIM IIOKa3aHHUAIM,
C y4e€ToOM HHHHBHL{Y&HLHOﬁ HeHepeHOCI/IMOCTI/I) IO PCUICHUIO BpaqeGHoro KOHCHWJIMYMa, a IPHU HEBO3MOKHOCTHU €TO0
MMPOBEACHUA — JICHAllCTo Bpaya Wu Jinlia, €ro 3aMeHAI0UIEeTo, C Oq)OpMJ'IeHI/IeM 3alUCU B MEJUITUHCKUX TOKYMCHTAax.

26. [lepBuunass MeauIuHCcKas MpoduIakTUKa reMoQUINU Yy MAlMeHTOB B BO3pacTe OT |
1o 18 ner ocymiecTBIsSETCs MO CAEAYIONUM METUIIMHCKAM TOKa3aHUsAM: 0a30Basi aKTHBHOCTH
OCK VIII (IX) neobonee 0,02 ME/man (2,0%), orcyrcTBHE€ B aHaMHE3e SIHU30/0B
BHYTPUCYCTaBHOTO  KPOBOMNIMSHUS WM  HMMEIOIIMECSs B aHaMmHe3e |-2  smu3ona
BHYTPHUCYCTaBHOTO KpOBOM3IUSHUA U He Oosee 5 nueit BBeaeHUss KOCK.

Bo uzbexxanue pa3BUTHS MHTHOMTOPHON (GOpMBI TeMO(DUINHM Y MAllMEHTOB B BO3pPACTe
10 1 roga HazHAYAIOT MEAUITMHCKYIO TPOPMITAKTUKY HHTHOUTOPHON (hOPMBI TeMODHUITUHU C LIETTBIO
(hopMUPOBaHHSI UMMYHOJIOTUYECKOU TONepaHTHOCTH K BBoguMoMmy KDPCK myrem AiuTenbHOTO
(e menee 50 Henenp) BBeaeHUs MaTbiX 103 (25-30 ME/kr) KOCK c kpatHOCThIO 1 pa3 B HenEIIo.

MeaunuHCKIE MPOTUBOIIOKA3AHHUS

nosieiienue B nepuo npodunaktruaeckoro Beenennss KOCK narnéutopa k ®CK VIII (IX)
B konudecTtse > 0,6 BE/Mmi;

BO3HUKHOBEHHE TSDKENOM ayieprudeckoi peakiuu Ha BBenenne KOCK VIII (IX);



TpaBMa WM HEOOXOJUMOCTD BBIOJHEHUS SKCTPEHHOTO XUPYPruuecKoro BMEIaTeIbCTRa,
MEAUIIMHCKUE MOKA3aHUs K KOTOPOMY BO3HHUKIIM IMOCJIe Hadaia MPOQUIaAKTHUYECKOTO BBEIACHUS
(peXUM MEIUIIMHCKONH TPOQPUIAKTAKH MOXKET OBITh BO300HOBJIEH TIOCIIC BBIMOJTHEHUS
XUPYPrUY€CKOro BMEIIATEIhCTBA, a UMEBIINE MECTO JHHM BBEICHUS IMOAJICKAT YUETy B 00IIEM
konmyecTBe AHel BBeneHus KOCK).

B teuenue nepsbix 100 nueit npodunaktuyeckoro BBeaenus KOCK VIII (IX) manuenty
MIPOTUBOMNOKA3aHO:

BBHITIOJTHEHUE MMPOPHUIAKTUYECKUX PUBUBOK;

IJIAHOBOE XUPYPIUUYECKOE BMEIIATENbCTBO;

BHYTpUMEIIIeYHOE BBeeHue 100X JIC.

Ha 5, 10, 20, 30 u 50 aens npodunakruueckoro seegaeHUss KOCK onpenenstoT mokazarenu
koarynorpaMmsl, akTuBHOCTH @CK VIII (IX), yposens (tutp) uaruduropos k @CK VIII (IX).

[Tocne 3aBepiieHus dTana MEIUIMHCKONH MTPOQPMIAKTUKH HHTHOUTOPHOUW  (POpPMBI
remoduiny, BkiIovaromero nepssie 50 guer BBepenuss KOCK, mpomomkaioT NEepBHUHYIO
MEAUIMHCKYI0 TPO(UIAKTUKY TeéMOPpParHueckKux OCJIOKHEHUH, OCYLIECTBIsAA JajbHeillee
BBeneHne KOCK B noze 25-30 ME/kr 1 pa3 B Hepemio.

[Tocne 100 gueit mpodummaktudeckoro BeaeHUss KOCK, maruenTy pa3pemnieHo BHITOTHEHHE
MpoQUIAKTUIECKUX MPHUBUBOK, B TOM YHUCIE, IYyTEM BHYTPHUMBIIICUYHBIX HHBEKIIHH, KOTOPBIC
OCYIIECTBJISIOTCS B ICHb BBEJCHUS ouepeaHoi npodunakrudeckon 10361 KOCK (25-30 ME/kr).

[Ipy BO3HUKHOBEHHUM TeMapTpo3a WM HWHOTO KPOBOTCUCHHUS Ha dTare MEePBUYHON
MeauuHCKON npodunaktuku narueHTy BBoast KOCK VIII B8 noze 30-50 ME/kr 2 pa3a B cyTku
w KOCK IX B no3e 50-80 ME/kr xaxnble 18 4acoB B TeueHue 3—5 MHEH 10 UCUE3HOBEHUS
CUMIITOMOB KPOBOTEUEHHS.

[locne nukBumauuu oOCTpbIX siBIeHUM mpojonkaioT BBeneHne KOCK B pexume
MEIUIIMHCKOM TTpodrutakTuku u3 pacdyera 25-30 ME/kr 1 pa3 B 5—6 nHeii (mepBoe KPOBOTCUCHHE)
wm 1 pa3 B3—4 naHa (IOBTOpHOE KpoBOTeueHHE). JIHM, Ha MPOTSHKEHUU KOTOPHIX OBLIM
JIUKBUIMPOBAHBI TeMOpparndeckue MposiBICHUS, 3aCYUTHIBAIOT B 001I€€ YNCIIO0 JHEH BBEICHUS.

ITpu Bo3HMKHOBEHHH Ha Tare npopuinakruyeckoro BeeaeHnst KOCK tperbero remaptposa
WJIM MUHOTO KPOBOTEUECHUS AIMEHTY ¢ 11eyibto reMocTasa BBoAAT KOCK VIII B konnyectse 30-50
ME/kr 2 paza B cytku win KOCK IX B konnuectBe 50-80 ME/kr kaxkapie 18 uacoB B TedeHne 3—
5 nHe#l A0 UCUE3HOBEHUSI CHUMIITOMOB KPOBOTCUCHMUSI.

ITocne nukBUAALMK OCTPBIX sIBIEHUH poAosnkatoT BBeaeHue KOCK B pexxnme BTopuyHON
MEIUIIMHCKON mpoduaakTuku Ha ocHoBe OKU.

Beenenne mnopobpannoit mo pesynbratam OKM no3zer KOCK Bemonssior 1-3 pasa
B HEJIEIIO.

B cnydae BeisiBneHHS UHTHOMTOpPOB B KommuecTBe > 0,6 BE/MJ BBIMONHSIOT MOBTOpPHOE
olpeziefieHue TUTpa UHTUOUTOPOB yepe3 1 Henmemto. Ilpyu MOBTOPHOM BBISIBICHHUH MHTHOUTOPOB
nononHuTenbHO mpoBoAaT @OKUW. HecooTBeTcTBHE MEXIy OXUAAEMBIM U MOTYyYECHHBIM
KOAaryJISIIMOHHBIM OTBETOM B CBSI3H C MOSIBIICHHEM WHTHOUTOPOB K BBoguMoMy KDCK siBnsercs
MEIULMHCKUM TOKa3aHUeM i pekpaeHus npogpuinakrudeckoro Beeaenus KOCK VIII (IX).

27. BropuyHas MeauImHCKast Mpo(UIaKTHKa KPOBOTCUCHHM:

27.1. KpaTKOBpEMEHHAsT BTOPUYHAS MEIUIIMHCKAs MNPOPHUIAKTUKA — TEPUOAMUECKU
MPOBOAMMOE JICYEHHE NMPU HATUYUH CIEAYIOUNX MEAUIIMHCKUX MTOKa3aHUM:

MOBTOPHOE, HE CBS3aHHOE C TPABMOM KpOBOTEUYEHUE, WM KPOBOM3IUSHUE B CYCTaB,
B MSTKHE TKaHU (T€MaTOMBI), HE3aBUCHMO OT JIOKaJIU3aIuu (4—8 Helemn);

T00bIe XMpyprudecKie BMEIIaTeIbCTBa (KpoMe opToneanyeckux) (4—12 Henens);

COCTOSIHME TIOCJIe SHIOMPOTE3MPOBaHUs cycTaBa (6—12 mecsies, 0oyiee — MpU HATUIHH
MEIUIIMHCKUX MTOKA3aHUN MO PEIICHUIO0 Bpa4eOHOT0 KOHCUITYMA);

COCTOSIHHE TIOCJIE CHHOBHOpPTE3a (710 6 MECAIIEB MO PEIICHHIO BpauyeOHOT0 KOHCHIINYMA);

MPOBEJICHUE PEaOUINTAIIMOHHOTO JICUECHUSI OMOPHO-IABUTATEIBHOTO amnmapaTa (Ha mepuo
MEUITMHCKOW peaOMITUTAIINH ),

27.2. nonroBpeMeHHass  (IJIMTENbHAs)) BTOPUYHAS  MEIOUIIMHCKAs  MPOQIIAKTHKA —
peryisipHoe JieueHue, HazHayarolleecs MNalleHTaM cTapiie -2 JeT KU3HU MO0 MEAUIMHCKUM
MTOKA3aHUSM:

nociie 6osee 4YeM JIByX BHYTPHUCYCTaBHBIX KPOBOUBIHUSHUI;



nmanueHtTaMm crapme 18 jmer, mosy4aBmmM npoduIakTAYecKoe JiedeHue o 18 jer
(Ha OCHOBAaHMU TIEPEBOTHOTO AMHUKPHU3a) — I10 PEIICHUIO BpauyeOHOT0 KOHCUIINYMA;

ManueHTaM ¢ PeUUIUBUPYIOIIUMH, CIIOHTAHHBIMU KPOBOTEUEHUSIMH, HEI((HEKTUBHOCTHIO
MIPOBOJIUMOTO JICYEHHUS — IO PELICHUIO BPaueOHOTO KOHCHIINYMA;

27.3. no3upoBka u pexxuM BBeaeHus KDCK miist noMamHero JedeHus ONpeaesitioTCs
Ha ocHoBe @OKU, ucxons u3 HEOOXOTUMOCTH TMOAJCPKAHUS OCTATOYHOM KOAryJsLUOHHOM
aktuBHOCTH nedunutHoro ®CK VIII (IX) B masme kpoBu He <2,1 % (0,021 ME/Mn) nepen
ouyepeHbIM BBeJeHHEM. [lepen HaYaIoM BTOPUYHON MEAMIMHCKOW MPOQHUIAKTUKN OLEHUBAIOT
CTENeHb TSKECTH 3a00JeBaHUS, CTENEHb IMOPAXKEHUS CYCTaBOB (aMIUIUTyAa JABMXKEHUMN
crubarenbHasi, pasrudarenpHas, arpoust MbIII, (GUKCUPOBAHHAS KOHTPAKTypa), 1ad0opaTopHbIe
MoKasareiu, pyHKIHOHAbHbIE METO/Ibl HCCIIEIOBAHUM:

O0IIMi aHaTN3 KPOBH;

OMOXMMHUUYECKOE HCCIEOBaHUE KPOBU (BKJIIOYAsh OOIMMIA OEJOK, TIIFOKO3Y, KPEaTWHHH,
MOYEBHHY, OWIMpyOMH WU ero ¢pakuuu, ajJaHMHaMUHOTpaHcdepasy (mamee— AJIT),
acnaparuHamuHoTpaHdepasy (nanee — ACT);

OIpeJIeIeHuEe MapKepOB MapeHTepaIbHBIX BUPYCHBIX renaTtutoB B u C;

KoaryJiorpaMMma (aKTUBHPOBAaHHOE YaCTUYHOE (MapIiagbHOE) TPOMOOIITIACTHHOBOE BPEMS
(manee — AYTB), mporpoMOHHOBOE BpeMs, MEXIyHapOAHOE HOPMAJIM30BAaHHOE OTHOILCHHE,
¢ubpunoren, ®CK VIII (IX), uarnd6utop k ®CK VIII (IX), D-nmumeps1, antutpom6un I11);

OOIIMiT aHATIU3 MOYH;

anekTpokapanorpamma (nanee — OKI);

PEHTICHOJIOTUYECKOE HCCIIEJOBAHUE CYCTaBOB, B KOTOPBIX OBLIIM KPOBOU3IHMSIHHUS;

27.4. vHIUBUYaIbHBIA pacdyeT A03bl U KpatHocTH BBeaeHus KOCK mnpowusBoautcs
Ha ocHoBaHuM OKU. Pacuer nmpodumakTuueckoil 1036l OCyIECTBISAIOT ¢ yueToMm (acosku JIC,
OKpYTJIsis €€ BEJINYUHY B CTOPOHY yBEIINYCHHUS;

27.5. nanpHedmmii MOHUTOPUHT DK BBINOMHAIOT HAa MPOTSKEHUU TIEPBOTO roja uepes3 6
MecseB MpodUIaKTHUYECKOrO BBEICHHS, a B IMOCIEIYIONIeM — KaxJple 12 MecsleB B JI€Hb
OYEepEeHOTO BBEJIEHUS MPO(YUIAKTUUECKON JTO3bI.

I''TABA §
JIEYEHHME 11O TPEBOBAHMUIO ITPU TEMO®UJINU A (B)

28. [Ipu pa3BUTHH KPOBOTEUEHUS TeMOCTa3 00ECIIEUNBAIOT BBEICHUEM C 3aMECTUTEIbHOMN
Lenbl0 B MakcUMainbHO paHHUE cpoku KOCK uiam KOMIOHEHTOB KpOBH TI'€MOCTAaTHYECKOI'O
nercTBus (B Cirydasx OTCYTCTBHSI win He pocratouyHoro konmdectBa KOCK, oTkaze manmenta
ot BBegeHust KOCK, nenepenocumoctu KOCK).

29. MenunuHCKUe TTOKa3aHusl IJ1s1 3aMECTUTEIIBHON Tepanuu 1o TPeOOBaHUIO:

29.1. paHHME NPEABECTHUKM KPOBOTEUEHHUS: YYBCTBO CTpaxa, MPEAUYyBCTBUE NALMEHTOM
KpOBOTEUYCHHsST (aypa) B BUAE IUCKOMQOpTA, JIETKOTO IMOKAJIBIBAHUS, OTPAHUYCHHS OObema
JBUKCHH, O0JIC3HEHHOCTH B 30HE MPEATNOIAraeéMoro KpOBOTCUCHUS;

29.2. KOCK VII (IX):

remounus A (B);

MPEAYyBCTBHE MAIIUEHTOM KPOBOU3IHSAHUSA (aypa);

MO/I0O3PEHHE MAIMEeHTAa Ha CIOHTAHHOE KPOBOU3IUSHUE;

COCTOSIBIIEECS KPOBOTEUCHHUE;

29.3. KpuonpeuunuTar:

remouiaus A;

MPEeIYyBCTBHE MAIMEHTOM KPOBOM3IUSHUS (aypa);

M0/I03pEHHE MallMEeHTa Ha CIOHTAHHOE KPOBOU3IIUSHUE;

COCTOsIBIIIEECS KPOBOTCUCHHE;

MacCHBHasi KPOBOIMOTEPSI;

29.4. cBexe3aMOpOKEHHAs I1a3Ma:

remoduus A (B);

MOJI03PEHIE HAa KPOBOUBIHUSHUE;

COCTOSIBIIEECS KPOBOTEUECHUE;

orcyrctBue KOCK;

OTCYTCTBHE KpHomnpenunurara (mpu remopunuu A);



MacCHBHasi KPOBOIOTEPSI.

30. Beenenne K®PCK wmemaunumuckum pabotHukom Opuraast CMII  ocymectBusercs
B CJICAYIOLIMX CIyYasX:

orcyrctBue y nmauveHta K®OCK s nomamiHero JeyeHUss WM HEIOCTAaTOYHOE €ro
KOJINYECTBO;

KpOBOTEUYEHHE, YTPOKAIOLIEE KUZHHU.

31. JIonoJHUTEILHO B COOTBETCTBUU C MHCTPYKIHUEH IO MEIUIIMHCKOMY HPUMEHEHUIO
(JTMCTKOM-BKJIaIBIIIEM) MOTYT OBITh UCIIOJIb30BaHbI:

31.1. nst remopuaMM A JETKOM M CpeHeN TSHKECTH — JSCMOIPECCHH B BUJE HA3aJIBHOTO
crpest o 300 mxr 3a 30 MUHYT /10 BpaueOHON MaHUTYJISIIMU WIKA IPU KPOBOTEUCHUHU Kaxbie 12
4acoB B TE€YEHUE 3 CYTOK; BHYTPUBEHHO WM MOAKOXKHO — 0,3 MKI/KI B COOTBETCTBHH
C MHCTPYKIMEN IO MEJUIIMHCKOMY INPUMEHEHHIO (JIMCTKOM-BKJIAbIIIEM). Y NETEW B BO3pacTte
710 2 JIeT IECMOIIPECCHH HE pEeKOMEHI0BaH, B Bo3pacTe oT 2 1o 12 net — 5-30 mkr/cyTtku. [ersam
JOMyCTUMO MapeHTepajgbHoe BBeAeHue B o3e 0,3 MKI/KT Macchl Tena B 50 Ml pacTBOpa HAaTpUs
ximopuga 0,9 % BTeuenne 20-30 muuyT 1 pa3 BcyTrku He Oonee 3 naHeil. B pesymnbrarte
AHTUJUYPETUYECKON  aKTUBHOCTM MOTYT BO3HUKAThb MpPOOJEMBI € 3a7epKKOW  BOJBI
U runoHatpuemus. [Ipyn noBTOpHOM BBeJIeHHH O0JIee ABYX /103 CIELYET U3MEPUTh OCMOJIATIBHOCTD
IJIa3Mbl MM KOHLIEHTpALuIo HaTpus. Ero ciaenyer oCcTOPOKHO HMCHOJIb30BaTh AJIs NAL[MEHTOB
C TPOMOO30M B aHAMHE3€ U C PUCKOM CEPJEUHO-COCYIUCTOrO 3a00JI€BaHUS;

31.2. anTuUOPHHONIUTHYECKUE JIEKAPCTBEHHBIE TTpEenapaThl:

aMMHOKAIPOHOBAasl KHUCJIOTAa — MECTHO IPU KPOBOTEYEHUSIX W3 CIM3UCTOM IOJIOCTU pTa,
HOCa, IPU CTOMATOJIOTMYECKUX ornepanusx onHoBpeMeHHO ¢ KOCK;

TpaHEKCcaMoOBasl KUCIIOTa,

31.3. remoctatnueckue JIC a1 MECTHOTO IPUMEHEHUS.

32. Pacuetr no3et KOCK VIII (IX) ansa BBeneHUST 3aBUCUT OT KOHKPETHOM KIMHHUYECKOMN
CUTYAIlMHU: JIOKAIU3alUU 1 00beMa KpoBOTeueHHs (puiioxkenue 4, Tadbnuma 3).

33. TakTrKa MEIUIIMHCKOW MOMOIIH MPH MIAHOBOM XHUPYPrUYECKOM BMEIIATEIIbCTBE:

33.1. pacuer mo3pi KOCK mnpous3BOIUTCS B 3aBHUCHMOCTH OT JIOKAIM3alUd U 00beMa
XUPYPIUYECKOr0 BMEIIATEIbCTBA. XMPYPIUYECKHE BMEIIATENbCTBA  BBIIOJHSIOT — IOCIE
IpEBApUTEIILHON KOHCYJIBTALlMU Bpaya-remMaroiora u (WiM) Bpauda-TpaHCc]y3Hoiora, a Takxke
npu yciaosuu Hamuusi KOCK B O3;

33.2. 0pu OKa3aHHUU CTOMATOJOTMYECKOW MEAUIIMHCKOM MOMOLIM IPOBEIEHUE MECTHOMN
aHECTE3UHU Yy MALUEHTOB C TSKEIOW U CpelHeTsDKENol (GopMaMu reMouianu peKoMeHayeTcs
tonbko nocne BBeaeHus KOCK. Ilpu nerkoit popme remodunumu Moxer ObITh MCIOIb30BaHA
Tepanuss  JnecmonpeccuHoM. Cruenyer  Bo3iepiKaTbCcsd — OT IPUMEHEHHS  HECTEPOMJIHBIX
IPOTHUBOBOCTIAJIMTEIBHBIX CPEJCTB, OCOOCHHO HECEIEKTHUBHBIX HHIMOUTOPOB IIUKIOOKCUTCHA3bI-
2; pacuer no03e1 KOCK VIII (IX) nmpu oka3aHWM CTOMATOJIOTHYECKOW METUITMHCKOW MTOMOIIH
MIPOU3BOJUTCS B 3aBUCUMOCTH OT KIMHMYECKON cuTyanuu (mpuwioxkenue 4, Ttabmuma 4),
JONOJTHUTEIBHO MOTYT OBITh HCII0JIb30BaHBbI:

aMUHOKAIpOHOBAsl KHCJIOTAa COIIACHO MHCTPYKUUHU I10 MEAULIMHCKOMY IPUMEHEHUIO
(JTMCTKY-BKJIQIBIITY);

TpaHEKCaMOBasl KMCJIOTA COTJIACHO MHCTPYKIMU MO MEIUIIUHCKOMY MPUMEHEHUIO (JINCTKY-
BKJIQJIBITITY);

MECTHO: TeMOoCTaTudeckas TyOKa, TIOJMKarpaH, TPOMOMH — COIJIACHO MHCTPYKIUH
10 MEAULIMHCKOMY NPHUMEHEHUIO (JIMCTKY-BKJIAbIILY);

33.3. pacuer 0361 KOCK VIII (IX) ams remocTaTHuecKoro o0ecredeHus: Xupypruaeckux
BMEIIIATENILCTB MPOU3BOAUTCSA B 3aBUCHUMOCTH OT KIMHUYECKOH cuTyauu (mpuiioxeHue 4,
Tabauna S).

I'JTABA 6
NHI'UBUTOPHASA ®OPMA 'EMO®UJINUA A (B)

34. THruOUTOPHI YaIle BCTPEUaloTCsl y MAIMEHTOB ¢ TSKEIBIMU (hopMaMu TeModrmu A 1o
CPAaBHEHMIO C MAallMEHTaMU C yMEPEHHOH wnu Jnerkoid Qopmamu remopmmuu. [IposiBiaeHus
KPOBOMBIIUSHUN TIPH YMEPEHHOW W (WMJIM) JIETKOW TreMO(UIINU, OCIOXHEHHBIX HHTHOWTOPAMH,
Jare HalIOMUHAIOT NPOSBICHUS, Ha0mogaeMble y manueHToB ¢ 117 tuma A (u3-3a ayTOaHTUTEN
¢daktopa ®CK VIII) ¢ Gonpmum mpeoOnaganieM KPOBOUBIUSHUM TOJKOKHBIX, B CIM3UCTYIO



000JI0UKY, YPOT€HUTAJIBHBIX U KEyJI0YHO-KUIIECUHBIX. PUCK CHIIBHBIX OCJIOKHEHUN WM Jake
CMEPTEITBHOI0 UCXO0JIa OT KPOBOMU3IIUSHUS Y TAKUX MALUEHTOB MOXKET OBITh 3HAYUTEIIHHBIM.

[Tpu remoduiinu B HHrHOUTOPHI BCTpEUatoTCsl HAMHOTO pexe —y MeHee 5 % ManueHToB.

Wuruburopsl 06s14a0 Bo3HUKatOT nocie BBeaeHuil KOCK VIII unm IX (vame — B nepBble
50 mHEN) ¥ ONIPEACIISIOT TSKECTh TeMODHIINH.

35. Knunnueckue nposiBIeHHs, CBI3aHHBIE C MOSIBIICHUEM HHTUOHUTOpA:!

OTCYTCTBHE WJIM HEJOCTaTOYHOCTH 3 dekra oT BBeneHuss KOCK;

HE00XOIMMOCTh TIOBBIIICHHS JO3bI MU YBenu4yeHus kparHoctu BBeaeHuss KOCK;

Clly4aiflHOE€ BBISIBJIEHHME HMMYHHOTO MHTHOMTOpa B pe3yibTare CKpUHHUHTa (0COOEHHO
B JIETCKOM BO3pacTe).

36. Knaccudukanust HHTUOUTOPOB:

tuTp uHruOuTopa <5 BE/Mi— MHruOMTOp B HU3KOM THTpE (HU3KOpEArdupyromui) mpu
YCJIOBHH OTCYTCTBHUSI B aHAMHE3€ MOBBIIIICHUSI TUTpa MHruouTopa > 5,0 BE/m;

TUTP UHruOUTOpa > 5 BE/MIT — MHTUOUTOP B BBICOKOM THUTpPE (BBICOKOPEArHpyIOIUii);

TPAH3UTOPHBI WHTUOUTOP — WHTUOUTOP, UCUE3AIONTUN CIIOHTAHHO B TEUCHHE 6 MECSIICB
Ha (OHE MPOJOIIKAIOLICHCS B IPEKHEM 00beMe reMOCTaTUYECKON 3aMEeCTUTEIIbHON Tepanii;

npu o4eHb HU3KoM TuTpe (< 0,6 BE/MiT) HHTHOUTOP MOXKET HE BBISIBISITHCS, HO, TIPH 3TOM,
o0ycIaBIUBaTh YKOPOUCHHE TIEpHO/Ia MTOJTyBBIBEACHHUS M BEJTMYUHBI [I0KA3aTelsi BOCCTAHOBJICHHUS
(recovery in vivo).

37. JlaGopaTopHasi AMArHOCTUKA U MOHUTOPHUHT UHTHOUTOPHOM (hOpMBI reMOpHIINY:

37.1. MoneKyIsIpHO-TeHETHYEeCKOe  BbIsiBIeHne Mmytamuii rteHa OCK VI (IX),
aCCOIIMMPOBAHHBIX C BEICOKUM PUCKOM IOSIBIICHUS] UIMMYHHBIX HHTHOUTOPOB, KOAryJIOIHYECKOE
uccinenoBanre MHruOUTOpoB MOCK BBINONHSIOT B PECIyOJIMKAHCKUX LEHTPax, OKa3bIBAIOLIUX
CIELMATN3UPOBAHHYIO (F€MaTOJIOTHYECKYH0) MEIULIMHCKYIO IIOMOIIIb;

37.2. MEeIUIIMHCKUE TTOKa3aHUs ISl UCCIISIOBAaHUS Ha HAJTMYHE HHTHOUTOPA:

y B3pOCIBIX — OTCyTcTBHE 3 dexTa oT BBeneHus KOCK y panee pearnpyronmx mauueHToB
c 6onee uem 150 qasAMU edeHUS (TOMUMO NTPEAYCMOTPEHHOM 6—12-MeCcSIHOM OLIEHKH);

y mereit —Ha 5, 10, 20, 30 u 50 nenp npodunakrudeckoro BeeneHus KOCK;

37.3. THTp WHTHOUTOpPAa MOXKET H3MEHIThCSA. MUHUMAIBHBIN KIMHAYECKH 3HAYUMBIN
YpOBEHb HHTHOUTOPHOM aKTUBHOCTH cocTaBisieT > 0,6 BE/mi.

38. Pacuer no3er KOCK VIII (IX) mms3amecTUTENBHON Tepanmuu MPU KPOBOTECUCHHUSIX
y MalUEeHTOB C UHTUOUTOPHOM (hopMoii reMod Ny pesicTaBiieH B Tadbnue 6 (mpuioxenue 4).

39. Ilpumenenue antududpunomTHUecKuXx JIC:

AMMHOKAIPOHOBAas KHCJIOTa MOXET TPUMEHATHCS MECTHO TpU  KPOBOTEUEHUSX
W3 CIIM3UCTOM MOJOCTH pTa, HOCA, TP CTOMATOJIOTHYECKUX onepanusx ogHoBpeMeHHO ¢ KOCK
B COOTBETCTBUH C MHCTPYKIMEH 110 METUIIMHCKOMY IPUMEHEHUIO (JIMCTKOM-BKJIQIBIIIIEM );

TpaHeKcaMoBasi KHCJIOTa MOXKET MPUMEHSTHhCS KaK JOMOJHUTENIbHOE CPEJICTBO B Clyuyae
IIPOJOJDKAIOIIETOCS ~ KPOBOTEUEHUSI B COOTBETCTBUM  C MHCTPYKLMEH [0 MEIULIUHCKOMY
MPUMEHEHHUIO (JIMCTKOM-BKJIQIBITIIEM).

40. ITna3zmadepes, UMMYyHOCOPOITHS IPUMEHSIOTCS C TENbI0 YAIICHUs HHTHOUTOpA.

41. UmmyHnocynpeccuBHble JIC NpUMEHSAIOTCS COTJIACHO WHCTPYKIMHU IO MPUMEHEHUIO
(JTUCTKY-BKJIQIBIITY) HA OCHOBAHUH 3aKJIIOUYEHUS BpaueOHOr0 KOHCUINYMA.

42. Xupypruyeckue BMeIIaTeIbCTBA BBIMOJHSIIOT MOCIE MPEABAPUTEIIBHON KOHCYIbTAlluN
NanueHTa y Bpaya-reMaTosiora, a Takxke npu yciaosuu Hanuuuss KOCK B O3.

[Ipu nerxoit w (unu) cpeaHedt ¢GopMe U HU3KOPEATUPYIOIIEM HMHTUOUTOpE TP
TUTAHUPOBAHUHM XUPYPTUYECKUX BMEIIATENLCTB, HE CBS3aHHBIX C BBIIOJIHEHUEM IMOJIOCTHBIX
oreparuii, apTpoIUIaCTUKU, PENO3ULINU (PParMEeHTOB JUIMHHBIX TPYOUaThIX KOCTEH M KOocTel Taza
JONYCTUMO  NPUMEHEHHE JECMOIPECCHHA  COIJIACHO  MHCTPYKLUUHU [0 MEIULUHCKOMY
MIPUMEHEHHUIO (JIUCTKY-BKJIAJIBIIIY ).

43. TIpu BBIABICHUHM MHTHOUTOPHOTO OTBETA MPOBOJIUTCS PacUeT 03Bl U PEKUMa BEICHHUS
K®CK na ocHoBannu ®KU.

44. TlepBuuHasi MeIUIMHCKas NTPOPHIAKTHKA WHTUOUTOpHOW (opMbl remoduanu
MIPOBOAMTCS IPU OTCYTCTBUM MHTMOUTOpA MO PEIIEHUI0 BpaueOHOr0 KOHCHUIIMYMa.

MenuiuHCcKie MOKa3aHWs K IMPOBEJACHUIO MEPBUYHONM METUIIMHCKON NpOodUIaKTHKH
WHTUOUTOPHOM (HOPMBI TeMO(HITHH:

netu a0 18 ner (B xoae npouIakTHYECKOTo JICUSHUS );



Tsokenas remodunus A (B);

aKTUBHOCTH Je(UIUTHOTO (hakTopa MeHee 2 %, He3aBUCUMO OT HaJIM4Us WIH OTCYTCTBHUS
KpOBOTEYCHHUH (KPOBOM3IIHSIHU);

CTIIOHTaHHBIE KPOBOTEUEHHS — O0JIee IBYX B MecCsI] Win Oojee 4 B TOJ;

PE3UCTEHTHOCTh K MPOBOJMMOMY cTaHmapTHoMy JedeHuio KDPCK (penuauBupyromnme
KPOBOTEUYEHHS).

[IpeamectBoBaBimue BBeAcHUss KPCK yuuThiBarOT B 00IIee YMCIO JHEH BBEICHHS
B PeXHME MEIULMHCKONW MPOPHIAKTUKNA HHTHOUTOPOB.

Cxema: He meHee 50 Henenp BBeneHust Maibix 103 (25-30 ME/kr) KOCK c kpatHocThiO 1
pa3 B HEZEIIIO.

45. UUT moxet OBITh TPOBE/ICHA y MIAITUEHTOB ¢ TeMouIne A, 1o peneHno BpauyeOHOoro
KOHCHJIMYMa U C MUCHhbMEHHOTO COTJIacHsl MalMeHTa (3aKOHHOTO TIPEICTABUTENS IalUCHTA).
Menununckue nokazanus st UUT — naGopaTopHoe (BKiIOYasi T€HETUYECKOE) U KIIMHHYECKOE
(py TOBTOPSFOIIMUXCST CIIOHTAHHBIX KPOBOTEUYECHHSIX — Oojiee 4 B TOJ uiu Ooiee 2 B MECSI)
MOATBEPKICHUE WHTHOUTOpHOW (opmbl 3a0oneBanuss Ha poHE HEIDPEKTUBHOCTH BBEICHHS
noselieHHBIX 103 K®CK wnmm npenaparsl myHtupyromero aeictsuda. MUT nposoautes
c npuMeHenueMm  miasMeHHoro K®CK. Meauuuackoe  mnpoTtuBonokazanue k MUT —
HenepeHocumocTh asmMeHHoro KOCK, noareepkaeHHast JOKyMEHTAIbHO.

[Ipumenenne opdanupix JIC HOBOro TOKOJIGHHUS C MPOJIOHTHPOBAHHBIM JIEHCTBHEM
OCYLIECTBJISIIOT TPU OTCYTCTBUM QJIbTEPHATUBHBIX BapUAHTOB JIEUYEHHUS, B COOTBETCTBUU
C MHCTPYKIMEH MO MEAUIIMHCKOMY MPUMEHEHUIO (JIMCTKOM-BKJIAbIINIEM) U MPU OTCYTCTBUU
MEIULUHCKUX MPOTUBOMOKA3aHUI.

[Ipornoctuueckas sddextuBHOCTE MUT 3HaYMTENHHO TOBBIMIACTCS, €CIM B Havdaje
Tepanuu TUTp UHruOuTOpa He npesbiaer 10 BE/mn. Ecau tutp nnruburopa cocrasiser > 10
BE/mn, pexomennyetcs nipekpanienue uHpysun KOCK VIII, nepeBon manueHTa Ha Teparuio
npermapaTaMy IIYHTUPYIOHIETO JCWCTBHS TOJ KOHTpoJieM Tutpa uHruoOutopa. Ilpu sTowMm,
COXpaHEHHE BBICOKOTO THUTpa WHTHOUTOpA HE ABISETCS MEAUIMHCKUM IPOTUBOIOKA3aHUEM
k HazHaueHuto MUT. Bapuantel nmpotokonoB mposenenus MUT npeacraBnens! B Tabmuie 7
(mpunoxxenue 4), onenka u kpurepuu 3pdexkruBHocTr MUT — B Tabnuie 8 (mpunoxenue 4).

[Tpu mposenennn MUT HeoOxommMo u3beraTh JTIOOBIX BO3ACHCTBHIA U JIEKAPCTBEHHBIX
MpernapaToB, CTUMYJIMPYIOIIUX UMMYHHbIE peaklW{, B TOM YHUCIIE, BaKIMHALUW, TPUMEHEHUS
JIEKapCTBEHHBIX MPENapaToB HHTEPHEpPOHa U IPYTUX BUIOB HMMYHOTEPAITUH.

[Ipu nposenennu MUT u nocne 3aBepmienus UMT HegonmycTUMO MEHATH JIEKAPCTBEHHBIMN
npenapatr KOCK VIII, mockosibKy 3TO 3HAUMTENBHO yXyJauiaeT NporHo3 tepanuu. Ilepen
npoBeaeHueM HMUT HeoOxogumo yOeIWTbCS B HAJMYUU  JIOCTATOYHOTO  KOJIMYECTBA
nekapcrBeHHoro npenapata KOCK VIIIL

CHmKeHne N103bl U KPaTHOCTU BBEJCHHS JIEKAPCTBEHHOTO Ipernapara HAuMHAIOT MOCIe
TOCTIDKEHHS CIEAyIOIUX TIoKa3zateneil: Tturp wunruOutopa < 0,6 BE/mn, HOpManmuzanms
MOKa3aTeNsl BOCCTaHOBJIEHUS (recovery in vivo) g0 1,4—1,6 Ha ¢poHEe mpupocTa KoaryasiuoOHHON
aktuBHOCTH He MeHee 70 % mocne BBeneHus ouepennor no3pl KOCK VIII u Hopmanuzanuu
nepuoaa TmonyBbiBeneHuss (> 7 dacoB). [lpm orcyTcTBMHM BO3MOXKHOCTH mpoBectu DKU
u paccuntarh nepuon nonyxusau KOCK VIII, uepe3 7 yacoB mociie BBEAEHN 0YEPEAHON O3Bl
onpeaensitor aktuBHOCTh KOCK VIII; octatounas koaryinsiiimonHas aktuBHOCTh KOCK VIII
JOJKHA COCTaBIIATh HE MEHEE MOJOBUHBI BEJIMYUHBI MPUPOCTA KOATYJISLIUOHHON aKTUBHOCTH
Ha 15-i1 muHyTte. Jlo3y JEKapCTBEHHOro mpenapara CHWXAIOT IOCTENEHHO IO CXeMe
C MOCTOSTHHBIM J1TabopaTopHbIM KoHTposieM. [locne moctmxkenus n1o3sl B 30-50 ME/kr 1 pa3 B 2
IHS HEOOXOAMMO MJUTENBHO MPOJOJDKATh TEpaluio BI3TOM [03€ B pEXKHUME BTOPUYHOMN
MEAUIIMHCKOW mpodmimakTukd. OTMeHa NPOPUIAKTHYECKOTO JICYCHUS YacTO TPUBOIUT
K peuunuBy uHruoutopa. MakcumaneHas nautenbHocth MUAT — 3 roxa.

[Tpu OTCYTCTBUY TEHACHIIMU K CHUKCHHIO HHTUOMTOPA B TeYCHHE 12 MecsIeB BO3ZMOXKHO
npoBeaeHue noBTopHOM nonbiTkn MUT mo pemennio BpaueOHOro KOHCHINyMa.

B 3aBucumocTtu ot cutyanuu npoBeneHue mnporenypsl MUT moxer OBITH yCHUIIEHO
nonoaHUuTeNbHBIM BBeneHueM JIC putykcumad B mo3e 375 mr/m? 1 pa3 B HEJENIO B TeueHue 4
HEZIeNTb B COOTBETCTBUU C MHCTPYKIIMEH MO METUITTHCKOMY PUMEHEHHIO (JINCTKOM BKIIAJIBIIIIEM).

[Ipu wuHrHOWTOpHON (GdopMe BPOKIECHHON TEeMOPWIHH MEAUIIMHCKUM TIOKa3aHHEM
st ucrnionib3oBanus JIC putykcumab sSBISETCS MOTEPsi JOCTUTHYTOTO KOAryJISSIIIMOHHOTO OTBETA



Ha noBbimieHre 7036l BBoAuMOro K@OCK VIII Ha doHe T™OBBIICHUS THUTPA HMMMYHHBIX
WHTHOUTOPOB.

OmnpiT ipoBenenust UUT y marueHToB ¢ MHTHOUTOPHOM hopmoii remoduauu B orpanndeH
B CBSI3M C OY€Hb HU3KOM 3()(DEKTHBHOCTHIO U HAIMYNEM AJUIEPTHUECKUX PEaKIIUH.

46. BropuyHass MeIuIMHCKAs TPO(IIIAKTHKA KPOBOTCUCHUM y MAITMEHTOB € reMOo(uiIneit
A ocymectBisiercss KOCK mynTupytroniero neiictsus (AKK nmun KOCK Vlla):

JUIATEIbHAS (JIMTETBHOCTHIO B 3aBUCHMOCTH OT KJIMHMYECKON CHUTyalluu, IO PEIIEHUIO
BpaueOHOro KOHCWIIMYMa) MM KpaTtkocpouHas (B TeueHue 3 mecsaueB) KOCK II, VIla, X u IX
B o3¢ 30—50 ME/kr 3 pa3a B HEJeNI0 WK Yepe3 JICHb;

KpatkocpouHas (B TeueHnue 3 mecsieB) — KOCK Vlla B pexxume 90 Mkr/kr 1 pa3 B CyTKH.

47. I'emoctatnueckoe JIC 3MI/II_[I/13yMa62 (MOHOKJIOHAJILHOE AHTUTEJO JUIS TIOJIKOKHOTO
BBEJICHUSI) MOXET OBITh HA3HAYEHO I10 PEUICHUIO BPadyeOHOr0 KOHCHIMYMAa, B COOTBETCTBUU
C MHCTPYKIMEH 0 MEIUIIMHCKOMY IPUMEHEHHIO (JINCTKOM-BKJIAABIIIEM) B CIEAYIOLIUX CITyqasX:

MHTUOUTOpHAS popMa reMopuiInu A;

HeadextuBHOCTH porieaypsl MUT ¢ narnéutopHoit hopmoii remopumnu A;

ceppe3Hble HexenatenbHble sBieHuss npu  BBeaeHun KOCK VI (anadunaxcus,
aJlJIEprUYecKe peakiuu, Ipyrue), 3aperucTpUpOBaHHbIE B YCTAHOBICHHOM MOPSIKE;

OTCYTCTBHE BEHO3HOI'O AOCTYIIA;

JpyTHE MO PEHICHNUIO BpauyeOHOTo KOHCHIINyMa.

PexomenayeMblil pesKUM 103UPOBAHMUS:

¢ 1 mo 4 Henmeo BKIIOYUTENBHO — 3 MI/KT 1 pa3 B HeeIo;

¢ 5-i HEAENU — B OAJICP/KUBAIOIIEH J03€ B OJHOM U3 CIEAYIOLIUX PEKUMOB:

1,5 mr/kr 1 pa3 B Hepemto uiu 3 Mr/kr 1 pa3 B 2 Hepenu uiau 6 mMr/kr 1 pa3 B 4 Hemenu.

B cnyyae BO3HUKHOBEHHSI KDOBOTEUCHHUS Y MALMEHTa ¢ UHTUOUTOPHOU (PopmMoii remoduiiu
AHa ¢oHe mNPOGUIAKTUUECKOTO JIEUEHHs OSMUIU3YMaOboOM® C IIENbI0 €ro KyNHpOBaHHUS
HE0OXOIUMO BBOAWTH TIperaparbl IIYHTUPYIOMIETO JEHCTBUS B J103€, COOTBETCTBYIOIIEH
JIOKaIU3alK U 00beMy KPOBOTEUEHHUSI:

aMTaKor anbda B 103¢ He MeHee 90 MKI/KT Beca, BOZMOKHO MTOBTOPHOE BBEJICHUE B TOM K€
WJIM MEHBIIEH J103€ uepe3 2—3 yaca — 10 KyIMPOBaHUsI KPOBOTECUEHUS;

AKK B no3e He menee 50 EJI/kr omHOKpaTHO; TpH HEOOXOIUMOCTH albHEHINEro JeueHus
AKK pexkomeHn0BaHa rocuTaIN3aIus, JajbHeIIee BBEACHUE JICKAPCTBEHHOT O ITpenapara — npu
JUHAMHYECKOM JTabOpaTOpHOM HAOMIOACHUH JJIsi CBOEBPEMEHHOTO HWCKIIOUEHUS TMPU3HAKOB
TPOMOOTHYECKON MUKPOAHTMONIATHH.

2 HasznagaeTcst 3a cyeT COOCTBEHHBIX Cp€aCTB, CPEACTB MOPUIANYCCKUX JIML, W UHBIX HWCTOYHUKOB,
HE 3allpCUICHHbIX 3aKOHOAATCJIbCTBOM, IIPpU HAJIUYUU MCEIUIUHCKUX IOKa3aHUKi (l'[O KU3HCHHBIM IIOKa3aHHUAIM,
C y4e€ToOM HHHHBHﬂyaﬂbHoﬁ HeHepeHOCI/IMOCTI/I) IO pCUICHUIO BpaqeGHoro KOHCHWJIMYMa, a IPpHU HEBO3MOKHOCTHU €TO
MPOBEACHUA — JICHAlleTro Bpaya Wiu Jinlia, €ro 3aMeHAI0UIEeTo, C Oq)OpMJ'IeHI/IeM 3alUuCu B MEJUITUHCKUX TOKYMCHTAax.

I'JTABA 7
JEYEHUE OPTONEJUYECKHX OCJOXKHEHU '’EMO®UINA

48. XpOHHUYECKU CHHOBHUT PA3BHBACTCS MOCJIE MOBTOPHBIX TeMapTPO30B, MPOSIBISETCS
JUIMTEIIbHO COXPAHSIIOUIMMCSL TIOBBIIICHUEM TEMIIEpaTypbl HaJl MOPaXEHHBIM CYCTAaBOM,
yBeIMUEHUEM 00beMa MATKUX TKaHel 00JIacTH CycTaBa, peLUIUBUPYIOIUMU KPOBOU3IUSHUSIMH,
OrpaHUYEHUEM TOJIBHKHOCTH.

Jwnarnocruka:

¢usnkanpHOE 00CIeI0BAHNE;

peHTreHorpagus NopakxeHHbIX CyCTaBOB;

yIBTpa3ByKoBoe uccienoBanue (mamee — Y3U) wu (WaM) MarHUTHO-pE30OHAHCHAsS
tomorpadwus (mainee — MPT) mopakeHHBIX CyCTaBOB.
Jleuenue:

3amectuTenbHas Tepanus KOCK B pexxume MeIUITMHCKON TPO(PHITAKTHKH,
neuebHas ¢usmnueckas KynpTypa (nanee — JIOK), nanpaBieHHas Ha yKperuieHHE MBbIIIIT
U TIOJ/IepKaHKe MOJIBUXKHOCTHU CYCTaBa;



npu COXpaHEHUU MIPU3HAKOB BOCTIAJICHUS — Tepanus HECTEPOUIHBIMU
MIPOTHUBOBOCIIAIUTEILHBIME  JIEKAPCTBECHHBIMU TIpenaparaMu  (CeIEeKTUBHBIMU HHTHOUTOpaMU
[IUKJIOOKCUTEHA3bl, 00JagaronuMu 00€300uBaroIM 3G HEeKTOM);

XUMHUYECKass CHHOBIKTOMHUS (cmHOBHOpPTE3). Pemenne Bompoca o BBeaenun JIC
BHYTPUCYCTaBHO OCYIIECTBIISIETCS] BpaueOHBIM KOHCHJIIMYMOM C y4acTHEM Bpayda-TpaBMarTojora-
opTomena TOCYJapCTBEHHOTO yupexaeHus «PecnyOnukaHCKUN HayYHO-TIPAKTHUECKUH IIEHTP
TpaBMmarosoruu u oproneann» (nanee — I'Y «PHIIL] TuOpy).

IIpu HenmocratouHoit s¢ddexTuBHOCTH 3amectutenbHo Tepanun KDPCK  Bo3MoxHO
MPOBEJEHUE Kypca MyHKLUHUH CycTaBa C BBEACHHEM CTEPOUIHBIX IMPOTHBOBOCHAIUTEIbHBIX
JIEKapCTBEHHBIX MPENApaTOB U JATHHEUIITUM XUPYPTHUECKUM BMEIIATEITECTBOM.

49. Xporudeckasi reMouIMIecKasi apTpoIaThs MPOSBIISIETCS] OCTEOIOPO30M, HAPYIICHHEM
CTPYKTYPbI, ICTOHYCHHEM U ITOTEPEN CYCTaBHOTO XPsIa, O0JIEBBIM CHHIPOMOM, KOHTPAKTYPAMH,
MBIIIeUHOH aTpodueii, nepopmarueii cycrana.

Junarnocruka:

¢dbu3uKaIpHOE 00CIEI0BAHUE;

peHTreHorpadus NOpakKeHHBIX CyCTaBOB;

VY3U, MPT u (unn) kommneroTepHast Tomorpadus (manee — KT) mopakeHHBIX CycTaBOB.

Jleuenue:

MIPU HATMYUK 0OJIEBOTO CUHAPOMA — Tepanusi HECTEPOUIHBIMHI MPOTHBOBOCHAIUTEILHBIMU
JEKapCTBEHHBIMU  TIpemapaTaMu  (CENEKTUBHBIMH  WHTHOUTOpAaMU  IUKIOOKCHTEHA3bI,
obnagaronuMu 06e300auBarOIIIM 3P HEKTOM);

kypcel JIOK wu ¢usznoTepanuu B COOTBETCTBHH C MEPEYHEM METOAOB (DHU3UOTEpAINHH,
BO3MOXHBIX JUIS IPUMEHEHHsI MpH reModuiuu (reMapTpo3ax M apTpomaTHsix) B CAHATOPHO-
KYPOPTHBIX OpPraHU3alUsIX, YCTAHOBICHHBIM COTJIACHO MPUJIOKEHUIO 5;

KYpPCBI JIEKAPCTBEHHBIX MPENapaToB, COAEPKAIINX THATYPOHOBYIO KUCIIOTY.

[Tpu HenocTaTouHOU APPEKTUBHOCTH KOHCEPBATUBHON Tepanyy MOKa3aHO XUPYPruieckoe
BMEIIIATEILCTBO (TOTATBLHOE HIOMPOTE3UPOBAHUE).

50. MeaunuHCKUE  TOKa3aHUS K TOTAIBHOMY  SHJONPOTE3MPOBAHHIO  KOJEHHOTO
1 Ta300€PEHHOT0 CyCTaBa MpH TeMODHIINIeCKON apTpONaTHH:

BropuuHblii  ocreoaptput III  cr. mno kmaccupukanuu  H.C.Kocunckoit (4  cr.
no knaccupukanuu Kellgren-Lawrence) conmpoBOXIAIOMUNACS JUTMTEIBHBIM, HE MOIIAI0NTAMCS
KOHCEPBATHUBHOMY JICYCHHUIO OOJIEBBIM CHHJIPOMOM;

coOJTI0JIEHHE OHOTO JINOO HECKOJIBKUX U3 YCIIOBHA:

JUTSE KOJICHHOT'O CyCTaBa:

BayibrycHas aedopmanus > 20° nubo BapycHas nedopmarus > 15°;

crubarenbHas KOHTpakTypa > 15° u (unn) pazrubaTtensHast KOHTpakTypa < 90°;

HaJIM4Yue CII0)KHON HECTaOMIbHOCTH B CYCTAaBe;

JUTS Ta300€IPEHHOT0 CyCTaBa:

JUTUTEIIbHBIN, HE TIOITAIONINNCS KOHCEPBATUBHOMY JICYCHHUIO 00JIEBOW CHHIPOM;

crubarenbHas KOHTpakTypa B cyctase > 10°;

YKOpPOYEHHE HOTH > 3 cM BCJeICTBUE AeQopMaIii CycTaBa.

AOCOTIOTHBIE METUITUHCKHE TIPOTHUBOIIOKA3AHHS JIJIsl TOTAIBHOTO YHIOTPOTE3UPOBAHUS:

BOCHAJIMTENBHBIN MpOIECC B 00JACTH MpeAroIaraeMoi onepannn, HECAaHUPOBAHHbBIE OYaru
XPOHHUYECKOH MH(peKInH;

TSKENbIe XpOHUYECKHE 3a00JieBaHUS CepAEYHO-COCY TUCTOM CUCTEMBI:
JICKOMIICHCUPOBAHHBIE TIOPOKU CEpAIa, CepledHas HEIOCTATOYHOCTh 3 CTETCHH, CIOXKHBIC
HapyUIEHUsI CEpAEUYHOT0 PUTMA, HapyLIECHUS] TPOBOJAMMOCTH — aTPHOBEHTPUKYJIIpHas Oyokana 3
CTETEeHH, TPEXITydyKoBas OJOKa/ja; MAaTOJIOTHs ammapaTa BHEIIHETO JbIXaHUS C XPOHHUYECKOH
JBIXaTeNbHOM HEJOCTaTOYHOCTHIO;

3a00/IeBaHUs MOYEBBIACIUTEIHPHON CHUCTEMBl C HapyIIEHHEM a30TOBBIACIUTEIHHON
GbyHKIMH oYek (CKOPOCTh KIy00ouKkoBOM GuinbTpanuu < 30 Mi/MuH);

IICYCHOYHAS HEIOCTATOYHOCTh 2—3 CTCIICHH;

HE Tojajarouiascss KOPPEKUUU OJHAOKPUHHAs MaTtoyiorus (UIMTOBUIHOM  JKEJe3bl,
HAJMOYEYHUKOB, CaXapHbIi quabder);

BUY-undexmus;

IICUXHYECKHE 3a00JICBAHMS;



TEXHHYECKasi HEBO3MOXHOCTh YCTAaHOBKHU ITPOTE3a;

HEBO3MOKHOCTb MEPEABUKEHUS B MTOCIIEONEPALMOHHOM MEPUO/IE;

reMHIape3 Ha CTOpOHE IPEeoiaraeMoil onepammm.

OTHOCHUTENbHBIE METULIUHCKUE TPOTUBOIIOKA3aHUs K TOTATBHOMY SHJIONPOTE3UPOBAHUIO:

ocTpble JTHOO XPOHWYECKHE B CTaTUU OOOCTPEHUS WM JEKOMIIEHCALUM COMAaTHYEeCKUE
3a00JIeBaHUs;

OXHpeHue 3 CTerneHu, MHIeKC Macchl Tena 40 u 6oree;

IIPOrPECCUPYIOLINI OCTEONOPO3 Pa3IMUYHOIO T€HE3A;

BapMKO3HOE paclIMpEeHHe BEH HWKHUX KOHEYHOCTEH, XpOHUUYECKas apTepraibHas U (WiIH)
BEHO3HAasl HEJJOCTATOYHOCTH 3 CT.

HeoOxomumbIiM  yCllOBUEM TIOATOTOBKM MAalMeHTa C TeMO(MIMYecKoi apTpomnaTheit
K TOTJIbHOMY SHJIONPOTE3UPOBAHUIO SIBJISETCS MpeaBaputenbHoe Boinognenue OKU.

51. Meaumuackass npoduiIakTUKa TeMO(DHIMYEeCKOW apTpONaTHHd — CBOEBPEMEHHOE
JIeYeHUE XPOHUYECKOTO CHHOBUUTA.

52. IlceBmoomyxonu (HOPMUPYIOTCS KaK OCIOKHEHHUS KPOBOMBIUSHUNA B MSTKHE TKaHH,
OOBIYHO B MBIIIIBI, PACIOIOKEHHBIE PSAOM C KOCTBIO, KOTOpas MOXET OBITh 3aTpOHYTa
BTOPUYHO, WM TMPU MOJHATKOCTHUYHBIX KPOBOM3ZIHUSIHUSIX U MPOSIBIAIOTCS CTaOWUIbHBIM
OIyXOJEBUIAHBIM 00pa30BaHUEM, OTTECHSIONIUM OKPYXAIOIIMEe TKAaHHW, CYIIECTBYIOIIUM
Ha IPOTSHKEHUH MHOTUX MECSLEB U JIET, HE UMEIOIIUM TEHJIEHIIMU K OOpaTHOMY pPa3BUTHUIO
Ha OHE MHTEHCHBHOW 3amecTuTenbHOM Tepamuu KOCK VI ummu smunmsymabom® — npu
remopumnu A, KOCK IX — npu remodpunun B. OcnoxHEHHS NPU OTCYTCTBUHU JICUCHUS —
TUTAaHTCKUE pa3Mephl, JaBJICHUE HA HEHPOBACKYIJISIPHBIE CTPYKTYPBI, TATOJIOTMYECKUE TIEPEIIOMBI.

Jwunarnocrtuka:

¢usukanbHOE 00CIEeI0BAHNE;

npoBeaecHue KT u (wm) MPT u penTrenorpadguu nopaxeHHOTO CerMeHTa Tela;

pu Heobxoaumoctu — KT-anruorpadus.

Jledyenue: mokazaHo TOTAJIbHOE YJAJIEHUE OIYXOJIH C UCCEUEHUEM KarlCyJIbl.

53. TlepenoMsl y MAIIMEHTOB ¢ TeMOQUIHEH CBSI3aHBI C OCTEOTIOPO30M U TeMO(MUITNIECKON
apTponaTuen.

Junarnocruka:

¢dbu3uKaIpHOE 00CIEI0BAHUE;

MIPOBEJICHUE PEHTIeHOTrpaduu MOPAKEHHOTO CETMEHTA Tea.

Jleuenmue:

BBezienne KOCK B no3ax, npuBeneHHBIX B Tabnauie 2 (MpuiiokeHue 4), ¢ moCIeayonM
BOCCTAaHOBUTEIbHBIM JICUEHUEM Cpa3y MOcje CTabMIN3aluy [epeioma.

3 Hasznagaercst 3a cueT COOCTBEHHBIX Cp€aCTB, CpPEACTB MOPUIANYECCKUX JIML, W WHBIX HWCTOYHUKOB,
HE 3allpCIICHHbIX 3aKOHOAATCJIbCTBOM, IIPpU HAJIUYUU MEAUIUMHCKUX IMOKa3aHUKi (l'[O KU3HCHHBIM IIOKa3aHHUAIM,
C y4e€ToOM HHHHBHL{Y&HLHOﬁ HeHepeHOCI/IMOCTI/I) IO pCUICHUIO BpaqeGHoro KOHCHWJIMYMa, a IPpHU HEBO3MOKHOCTHU €TO
MPOBEACHUA — JICHAllCTo Bpaya WJH Jinlia, €ro 3aMeHAI0UIEeTo, C Oq)OpMJ'IeHI/IeM 3alMUCU B MEJUITUHCKUX NTOKYMCHTAax.

I''TABA 8
Inr

54. Otuonorus IIT: B 50 % cnywaeB III' saBnsercs wmaumonarmdeckou, B 10—15 % III°
BBISIBJIAIOT B MO3JHEM TMociepoaoBoM rniepuonae, B 3540 % cmywae I[II' accouumpoBana
C AyTOMMMYHHBIMH 3a00JIeBaHUSAMU, COJTUIAHBIMU OITyXOJISIMH, remo0Jacto3amu,
BOCTIAJIUTEIHPHBIMU TIPOILIECCAMU, KOXHBIMU 3aboneBanusiMu, MHbeknusmu (rematutr Bu C)
1 TOOOYHBIMH peakiusiMu Ha ripuem JIC.

Antutena moryT Hapymats B3aumoaelctsue KOCK VIII ¢ pochonumuaamu mnmu vWF,
a Takke OJJOKUpoBaTh GYHKIMIO KOMIUIeKca ¢akTopoB, akTuBUpyronmx @CK X (OCK [Xa, VIII,
bochonunuabr).

55. Kimuauko-naboparopusie mpu3Haku [117:

yanuHenue tecta AUTB npu oTcyTcTBUYM ApyTrHX qedeKTOB reMocTasa (TpOMOOIIMTONIEHUH,
JIEKapCTBEHHO-MHAYIUPOBAHHOM TPOMOOLIUTONATHH, KOaryJonaTHuH, BOJIYAaHOYHOTO
AHTUKOAryJIsHTa);

BhIsiBIIeHHE nHrnouTopa k ®CK;



OTCYTCTBHE KOPPEISLUN MEXAYy THUTPOM HUHTUOUTOpA U ONpEeNsseMoil OCTaTOYHON
aktuBHOCTBHI0 DCK VIII;

OTCYTCTBUE  KOPPEIALIMU  MEXIYy  ONpPENeNseMO  OCTaTOYHOW  KOaryJsiiMOHHOM
aktuBHOCTHIO @CK VIII 1 TsKECThIO KPOBOTEUEHUH (Yale — OO PHBIE TEMATOMBI).

56. Jleuenne III' ciaegyer mNpoOBOAWTH HE3aBUCUMO OT ypoBHs wuHrHOUTOpa U ®CK
c npumenenneM K®CK VIla, AKK wmu pexomOunantHeiM KOCK VIII npu MuHUMH3anuu
MEAMIIMHCKUX BMEIIATENbCTB, B TOM YHCJIE, IUIAHOBBIX OIEPATUBHBIX, [0 dpaJUKAIUU
unruburopa (aktuBHocth DPCK VIII Hopmammsyercst uyepe3 3—6 Henenp Iocie Haydaia
MMMYHOCYTIPECCUBHOM Tepanum).

Menunuackue mnokasanus K BBeaeHHto KOCK: oOmmpHBIE SKXUMO3BI U MOJIKOXHBIC
reMaToOMbl; TsDKEJIble KPOBOTEUEHHUS, NPOPUIAKTUUECKOE BBEJIEHUE Iepe]l MPOBEACHUEM
YPreHTHBIX METUIIMHCKAX BMEIIATEIbCTB.

Br16op KOCK mo pemeHuto BpaueOHOT0 KOHCHITHYMA:

K®CK Vlla B no3e 90 MKI/Kr Kax/ple 2—3 yaca 10 OCTAaHOBKH KPOBOTECUCHUS;

AKK B posze 50-100 ME/kr xaxnele 8—12 wyacoB B mMakcuMaibHOW go3e 1o 200
ME/kr/cyTku;

pekomOuHanTHBIE KOCK VIII B no3e 200 ME/kr c nieneBsiM ToOAEpKaHUEM YPOBHS
nepururaoro @CK 6omnee 50 %.

[Tnasmennsie KOCK VIII moryTt ObiTh Hcionb3oBanbl B cirydae orcyTcTBUs AKK, KOCK
Vlla, pexombunantHoro KOCK VIIL

Antupubpunonutudeckue u apyrue JIC NPUMEHSIOT 10 MEIULMHCKUM IOKa3aHUSM
(B COOTBETCTBHH C MHCTPYKIKEH IO MEAUIIMHCKOMY TPUMEHEHUIO (JINCTKOM-BKJIQ/IBIIIIEM).

Opanukanusi npuoOPEeTEeHHOr0 MHIMOUTOpa C MOMOIIBI0O UMMYHOCYIPECCUBHON Tepanuu
(manee — MCT) nomxkHa OBITH PEKOMEH/IOBaHA, IO PEIICHUIO BPaueOHOTO KOHCHUIIMYMa, BCEM
MalMeHTaM C MPUOOpEeTeHHOW WHruoOuTopHOM Temodrmeir. Bruibop cxembpr MCT 3aBucut
ot aktuBHOCTH PCK u TMTpa nHrHOUTOpA:

nepBasi JINHUSA:

npu aktuBHoctd ®OCK >1% wututpe muruburopa <20 BE/mn— mnpegausornon 1,0
MTI/KI/CYTKH NEPOPAIbHO B TeueHUE 4—6 HeleNb C MOCTENEHHBIM CHUKEHHUEM J03bl;

npu ypoBHe PCK < 1 % u tutpe uarudburopa > 20 BE/Mia — npeanuzonon 1,0 Mr/kr/cyTku
nepopajibHO B TedeHue 4—6 HeAelb C IOCTETIEHHBIM CHUKEHHEM JI03bl B COYETaHHUU
¢ nuknodocpamunom 1,5-2,0 Mr/kr/cyTku (A7 MOKUJIBIX MAIMEHTOB J103a CHMXkaercs a0 1,0
MI/KT/CyTKM) ¥ pUTYKCHMaboM B 103e 375 mr/m? 1 pa3 B Heslelo B TeueHne 4 Heslenb;

BTOpAs JTHHHS:

MpUMEHSIETCS MPU HaJUYWKd MEIUIUHCKUX MPOTHUBOMOKa3aHUM wiu Hed()PEeKTUBHOCTU
MepBOM JIMHUHM OJHUM U3 cinenyronux JIC:

MOHOKJIOHATFHOE AHTUTENO PUTyKcuMab B jo3e 375 mr/m?> 1 pa3 B Helenmio B TedeHue 4
HeZenb Wi MukodeHonara MogeTun B 1o3e 1 r/1eHp B Tedenue | Hemenu, nanee — 2 T B IeHb
710 BOCCTaHOBJICHHS MIOKa3aTeNiel KoaryJiorpaMMBl.

B cnygae orcyrctBus BblmeykasaHHBIX JIC MOXeT OBITh UCHONIB30BAaH BHYTPHUBEHHBIN
MMMYHOTJIOOYJIMH YeJI0oBeKa HOPMaIbHBIN B f03¢€ 2,5—5,0 T ogqHOKpaTHO MiH B go3e 0,4—0,5 r/kr
B CYyTKH B TeueHue 4—8 nHeil.

57. BepositHocTh perauBa aocturaetr 15-20 %. PeuuanB MoxkeT BO3HHMKHYTh B TEUEHHUE
HECKOJIBKUX MECSIIEB WJIH JIET Mocie Ae0roTa 3a001eBaHus.

58. Kimnauko-mabopaTopHbIi MOHUTOPHUHT:

€KEMECAYHO B TEUEHHE HE MEHEE 6 MECSILIEB;

1 pa3 B 3 Mecs11a — B TE€YEHHUE MOCIECYIOMMNX 6 MECSIIEB;

1 pa3 B 6 MecsLIEB B TE€UEHHE CIEAYIOLIETO r0/1a;

nanee — 1 pa3 B roa (IIpu BO3MOXKHOCTH);

0 METUITUHCKUM TIOKa3aHUSIM.

I'JIABA 9
MEJIUIAHCKASI PEABUJINTALUS U JUCHAHCEPU3ALIAS TALITUEHTOB
C TEMO®UJINEN

59. IlaupeHTaM  C MOpPaKEHUEM  DJIEMEHTOB  ONOPHO-ABUIATENBHOIO  ammapara
PEKOMEH/I0BaHbI J0JTOCPOYHOE JIeUeHUE MOBPEKICHUI CyCTaBOB M MBI M (YHKIIMOHATbHAS



peabunuTalysi, CaHaTOPHO-KYPOPTHOE JIEYEHHUE C LENbI0 MPEJOTBPAIICHUS TPOTPECCUPOBAHUS
HapyIIEHUH OMOPHO-IBUTATEILHOTO annapaTa U yIy4IeHHs] UX OPTONEIMYECKOro CTaTyca.

CaHaTOpHO-KYpOpPTHOE  JIEYEHHE  MOXXHO  NPOBOAUTH B CAHATOPHO-KYpPOPTHBIX
OpraHMu3alysaX B KIMMAaTHYECKOW 30HE MPOKMBAHMSI MMAIMEHTA, a TAK)Ke Ha 0aTbHEOIOTHIeCKIX
KypopTax.

PazpaboTka MeauKO-peadMIUTALMOHHBIX MEPOTIPUATUN JOJDKHA MPOBOAUTHCS COBMECTHO
BpauoOM-peablIINTOIOTOM,  BPavyOM-TPaHC(Y3HOJIOTOM,  BpauOM-T€MAaToJIOTOM,  BPauoOM-
¢usnorepaneBToM.  [lpumepHBIi  TepedyeHb  METONOB  (pU3MOTEpamuu,  BO3MOXHBIX
U IPUMEHEeHUsT Tpu TreMouianu (remMapTpo3ax U apTpolaThsax) B CaHATOPHO-KYPOPTHBIX
OpraHu3aIMsIX, IPUBEICH B IPHIIOKEHUH 5.

[TanmenTam ¢ remouiIMeil U YieHaM MX CEMbH IeJIeCO00pa3HO MPOBEICHUE BpadeOHBIX
KOHCYJIbTAllMil  Bpaya-IICUXOTEpaneBTa, Bpada-TiCUXHaTpa JETCKOro, TMOCEIICHUE IIKOJ
MICUXOJOTMYECKOM a/1arTaluu.

60. [ariMeHTsl  C yCTAaHOBJICHHBIM  JMAarHO30M TeMO(MIMHM  JOJKHBI ~ HAXOIUTHCS
O MEIUIIMHCKUM HAOII0IEHUEM 10 MECTY NMPOKUBAHUS (TPEOBIBAHMS).

JlucriaHcepu3aiys BKIIOYaeT B ceOst:

KJIMHUKO-JTA00paTOPHBIA MOHHTOPUHT (Koarysmorpamma, uHTHOMTOp K ®CK VIII (IX),
00K 1 OMOXMMHUYECKHI aHAJIW3 KPOBH, OOIIMN aHAJIN3 MOYM) KIMHUYECKON 3(PPEKTUBHOCTH
Y MEPEHOCUMOCTH reMocTatuueckoro JIC;

OILICHKY HaJU4Msl HEXKENATeNbHBIX SBICHUN MPH MPOBEIACHUH 3aMECTUTEILHON Tepanuu
remocratndeckum JIC;

OLIEHKY MU3MEHEHUS IICUXOJIOTUYECKOTO UITH COIIMAIBHOIO CTAaTyCa MalUeHTa;

OIICHKY COCTOSIHHSI epuepruueckori BEHO3HOW CUCTEMBI;

JIeYeHHE OCJIOXKHEHUH remModuianu: Koppekuus [neduimra xKenesa, apTponaTuu,
WHTUOUTOPOB;

BBISIBIICHHE U JICYCHHUE COIYTCTBYIOIIMX 3a00JeBaHui (3a00seBaHMii 3y00B, MOJIOCTH PTa,
KETyA0YHO-KUIIEeYHOro TpakTa, JIOP-opraHoB, marojoruu cepaeyHO-COCYJIUCTOU CHUCTEMBI,
JIPYTHX);

OIICHKY oOpa3a »u3HH ((pu3ndecKoil aKTUBHOCTH, TPOPUIAKTUKH TPAaBMAaTH3MA);

OLIEHKY COOJIIOICHNUS MAllMEHTOM PEKOMEHIAUN Bpadel-ClIeaIuCTOB, PeXKIUMA JICUCHHS,
MEAUIMHCKON MPO(UIAKTUKHU U MEAUIIMHCKON peaduInTalNu.

B MemunuHCKOM — HaOMIOJEHMM  MALMEHTOB € TeMouineil  HCIosb3yeTcs
MYJIbTUIUCHUIUIMHAPHBIN  MOAXOJ — TMPOBOJAATCA BpayeOHbIE KOHCYJIbTalluu (BpaueOHbIE
KOHCHJIMYMBI) U MEIUIIMHCKOE HAOJIOACHNE BPauOM-TPaHC(PY3HOIOTOM, BPauOM-TeMaToIOroM,
BpauoM-(pU3NOTEPANIEeBTOM, BpPayOM-pPeaOUIUTOIONOM, BpPadOM-TPaBMATOJIOrOM-OPTOIEIOM,
BpauoOM-IIeINaTPOM, BpPauOM-CTOMATOJOIOM, BPadyOM-CTOMATOJIOTOM  JIETCKHUM, BpadyOM-
MH()EKIHMOHUCTOM, BPauOM-TICHXOTEPAIeBTOM, BpPAYOM-TICUXHATPOM JE€TCKUM, BpayoM JeueOHON
(U3KYIbTYpBI, IMEIOIIUX OIBIT PA0OTHI C MALIMEHTAMHU C TeMOpUIHEH.

[Tpunoxenue 1

K KJIMHUIECKOMY TIPOTOKOITY

«OxazaHne MEIUITHHCKOMH TTOMOIIH
MarueHTaM (B3pocioe U ISTCKOe HACEIICHHE)
¢ remoduiueiit A u remoduinucii By

AJITOPUTM HaNpaBJIeHUS MAIMEHTA ¢ TeMOCTAa3HONATHEH 10 MeIUIIMHCKOe HA0JII0IeHue
B OPTraHHU3ALMI0 3IPABOOXPAHEHHUS], 0KA3BIBAIOIIYI0 MeIUIUHCKYI0 MOMOIIb MALMEHTAM
B Bo3pacrte crapuie 18 et

1. 3a 12 mecsiueB A0 JOCTHXKEHUS MAIUEHTOM 18 JieT, B IeHb IPEINnoIaraéMoro o4epeiHoro
BBeaeHUS npodunaktrudeckoi 10361 KOCK B opranm3anuu 31paBoOXpaHEHUs, OKa3bIBAIOIIYIO
MEJIULHUHCKYIO ToMOI1lb, TpoBosaT OKU.

2. Ha ocHoBanuu nposeaeHHoro @KU paccuuteiBatoT n03y u pexuM BBeneHuss KOCK
C YYETOM 0CTaTOYHOU KoaryssiuoHHo akTuBHOCTH DCK He menee 2,1 %.

3. Pacuetnoe kommuectBO KDCK oOkpyristor B OONBIIYIO CTOPOHY C YYETOM €ro
conepxkanus Bo ¢iakone KOCK.



4. Bpau-remMaToJIOT WU BPad-CIEeIHUAINCT, OCYIIECTRISIIONNNA MEAUITMHCKOE HAOIIOACHUE
0 MECTy TpoXuBaHUS (TpeObiBaHus) 3a 12 MecsmeB A0 AOCTHXKEHHs TalueHToM 18 jer
o opMIISET STalHBIA SMUKPU3, BKIIIOYAIOIIUI BBIMUCKY U3 MEIUIIMHCKON KapThl aMOyIaTOPHOTO
00JHHOTO W KOMHIO pEIICHHs] BpadyeOHOTO KOHCHUIMYMa B COCTaBE€ Bpada-remMaroyiora, Bpada-
TpaBMaToJIOra-opTornesaa, Bpaya-Tpancdysuosiora.

Brinucka u3 MEAUIIMHCKONW KapThl aMOYJIaTOPHOTO OOJTBHOTO JTOJKHA BKITFOYATh:

JaHHbIC aHAMHE3a;

MOATBEPKICHHBIC TAHHBIE O KOJIMYECTBE TEMOPPArHIeCKHX SMU300B (KPOBOTCUEHUH ) U HX
OITMCaHUE B TCUCHHE MOCIeTHNX 12 MecCsIIeB;

cBeneHUsT 00 oOpase Xu3HU (paboThl, y4eObl) U pekumMe (U3MUECKOW aKTUBHOCTH
MaIMeHTa;

JaHHBIE KIIMHUKO-IA00PATOPHBIX HCCIeAOBaHUN (OO aHAau3 KPOBU, OMOXHUMHYECKUN
aHanu3 KpoBH (oOmuii Oerok, MmoueBuHa, KpeaTuHuH, ounupyoun, ACT, AJIT, snexkTponutsl),
KoaryjorpamMma, 0a3zoBass akTUBHOCTH jaedumutHoro PCK, THUTp HHTHOUTOPOB, PE3YNIBTATHI
nocnennero @KU, onpenenenue mapkepoB BupycHoro renatuta B u renatura C, o0mumii ananms
MOYH);

JaHHbIE  MHCTpYMEHTanbHbIX  ucciaenoBanuii  (OKI,  pentreHorpadus, apyrue
10 MEAUIIMHCKHUM TOKa3aHUSIM);

OpTOIEIUYECKHIl CTaTyC, KOHCYJIbTaTUBHOE 3aK/II0UEHUE Bpaya-TpaBMaTOoJIOra-OpTOIEea;

JIMarHO3, CTETICHb TSKECTH TeMO(DUITUY;

o00CHOBaHHOE omucaHue mpoBoaumMoro JjiedeHus (HauMmeHoBanne KDCK, KOMIOHEHTOB
KPOBU r€MOCTaTHYECKOT0 ICUCTBUS, JO3UPOBKU U KPATHOCTH BBEJICHUA).

Pemenne BpaueOHOro KOHCHUIMYMa JOJDKHO BKJIIOYAaTh OOOCHOBAHME U CXEMY JI€UEHUs
¢ npumeHennemM K®CK nocne noctmxenus nauueHToM 18 ser.

5. Beimucka W3 MEAUIIMHCKOW KapThl  aMOyJlaTOpHOro OojbHOTO 3a 12 MecsIes
10 noctuxkeHus UM 18 net nepenaercs B O3, 0Kka3bIBAIOILYI0 MEAUIIMHCKYIO IIOMOILb B3pOCIOMY
HACEJICHHIO, TI0 MECTY peructpanuu (IpoXKUBaHMs) MalMeHTa IS INIAHUPOBaHUA o0bema
MEIUIIMHCKOM MOMOIIH 1 ro/10Boii moTpedHocty B KOCK.

[Ipunoxenue 2

K KJIMHUYIECKOMY TIPOTOKOITY

«OxazaHne MEIUITHHCKOMN ITOMOIIHA
MaryeHTaM (B3pocioe U ISTCKOe HACEIICHHE)
¢ remoduiueii A u remoduinucii By

AJITOPUTM OPraHM3alUuU OPTOIEI0-TPABMATOJIOTHYECKO MeTUIIMHCKOM MOMOIIH
NMAlUEeHTAM C TeMOCTA3HONATUSIMH

1. [ImanupoBanue OTICPAaTUBHOTO  JICYCHUS (?HIOTIPOTE3UPOBAHMS) MarueHTa
C reMOCTa3uonaTusIMu (B TOM 4ucie, reModuiueii) ¢ obecriedenueM remocratuueckumu JIC
(K®CK, unbIMH, Ha BECh NIEPHOJT JICUCHHS M MEAUITMHCKON peabunuranun) npoBoautcs B [-I11
KBapTaJie TEKYIIEro rojia — Ha NpeICTOS NI TO/.

2. DKCTpeHHas TPaBMaTOJOTHUECKasi METUIIMHCKAS IIOMOIIb AIMEHTaM C KOaryJIonaTusIMu
r. Muncka okaswiBaetrcs B ['Y «PHIIL[ TuO», B oomactsax — B O3, UMEIOMIUX B CBOEM COCTaBE
OTJIeJIEHNE TeMaTOJIOTUH, WJIH UHBIX, PH YCIOBUU BpaueOHON KOHCYJIbTAIIMH Bpada-reMaTosiora,
Bpaua-TpaHcdysuomora.

3.C muenpio ompeneracHUus METUIMHCKUX TMOKa3aHWW, MEIUIIMHCKOW MPOQPUIAKTHKHI
KpPOBOTEUEHHUS] W IUIAHMPOBAHUSI  OKa3aHUd  IUJIJAHOBOM  OpTOMENO-TPaBMaTOJIOTHUECKOU
MEIUIIMHCKOW MTOMOIIIH (B TOM YHUCIIE, IS DHAOMPOTEe3upoBaHus cycraBa) u odecrneuenns KOCK
MPOBOAMTCS ~ BpaueOHas  KOHCyNnbTalus  (BpaueOHBIH  KOHCHUIMYM), BTOM  YHCIE,
C UCTIIOJIb30BaHUEM PecmyO0nMKaHCKOW  CHCTEMBI  TEJIEMEIUIIMHCKOTO  KOHCYJbTHUPOBAHUS
C ydacTHeM Bpada-TpaBMaTOJIOTa-OPTOIEAa | Bpayei-CIeIMaINCTOB 00JacTHOTO KaOWHeTa
nmatoyioruu remoctasa (PecmyOnMkaHCKOTO IEHTpa MAaTOJOTHHM TEMOCTa3a) — B COOTBETCTBUH
C YPOBHEM OKa3aHUs METUIIMHCKOW ITOMOIITH.

4. [Ipyka3oM pYKOBOIUTEINSI TJIABHOTO YIIPABJICHUS IO 3PABOOXPAHEHHUIO OOJIACTHOTO
WCIIOTHUTEIPHOTO KOMHUTeTa, KomuTeTa 110 31paBOOXpaHEHUI0O MUHCKOTO  TOPOJICKOTO
UCHOJHUTENbHOTr0 KomuTera u aupekropa I'Y «PHIIL TuOx»:



4.1. Ha3HAYaeTCs BPAd-TPABMATOJIOT-OPTOIE/, OTBETCTBCHHBIM 3a OpraHU3AIMIO PaOOTHI
C MAIIMEHTaMH C TeéMOCTa3HONAaTUsAMU (TeMo( et );

4.2. opranusyercs oOecreueHue MOCTyIa B PECIyOIUKAHCKUNA PETUCTP TeMOCTa3HOMaTHI
Bpavy-TpaBMaToJI0Ty-OpTOIeNny, OTBETCTBEHHOMY 3a paboty C malMeHTaMu
C TeMocCTa3uonaTusIMu (reMopuimen);

4.3. ompenensAoTCs  O0S3aHHOCTH — Bpauya-TPaBMATOJIOTA-OpPTOIENa,  OTBETCTBEHHOTO
3a paboTy C MaIMEHTaMH C TEMOCTa3uonaTusIMu (TeMorineit):

OLICHKA OPTOIEIUYECKOTO CTaTyca MalueHTa;

BHECEHHE  JaHHBIX 00 OPTONEJUYECKOM  CTaTyce U IUIAaHHUPYeMOM  JICUEHUU
B pecnyOJIMKaHCKUN PErHCTP FeMOCTa3HONaTHIA;

orpezeNeHue MEIUIIMHCKUX MTOKa3aHUM K OPTONEANYECKO KOPPEKIUY;

odopmIleHHEe KOHCYITBTAaTHBHOTO 3aKIFOUYCHUS C PEKOMEHIAIUSIMU;

HalpaBJICHUE U COTJIACOBAHUE OINEPATHUBHOTO JICYEHUS Ha PECIyOJIMKAaHCKOM YpPOBHE,
MEAUIIMHCKOE HAOIOICHNE B MTOCICONEPAIIMOHHOM TIEPUOE COTIIACHO JaHHBIM PEKOMEHIAIIUSIM
(ms Bpaya-TpaBMaTOIOTa-0pTOIEIa PETHOHAIBHOTO YPOBHS);

IIOCTAaHOBKA Ha y4eT, IIaHupoBaHue oneparuBHoro jedeHus B I'Y «PHIIL TuO», nogaua
nH(OpPMALlUK TJIABHOMY BHEIITATHOMY CHEIHATUCTy pEruoHa IO FeMaTOJIOTHH, TJIaBHOMY
BHEILITATHOMY CHEHUATUCTY MUHUCTEpPCTBA 3/IpaBOOXPAHEHUsl IO FeMOCTAa3UONaTHsIM, BBI30B
nanueHTa Ui MPOBEACHUSI XHUPYPTrHUYEeCKOro BMEIIATeNbCTBa, MEAUIMHCKOE Ha0Io/IeHne
B [1OCJIEONEPALMOHHOM MEPHOJIE COTJIACHO JaHHBIM MPH BBIMHCKE PEKOMEHJALUAM (711 Bpada-
TPaBMaTOJIOTa-OpPTOTIEIa PECITyOINKAHCKOTO YPOBHS);

MOCJI€  BBIMIOJIHEHUS ~ XUPYPTrUYECKOTO  BMELIATENbCTBA  MAIMEHT  MOJJICKHUT
JUCTIaHCEepU3aluu B aMOyIaTOPHO-TOTUKIMHIUYECKON OPraHU3ally [0 MECTY JKUTENbCTBA.

[Ipunoxenue 3

K KIIMHIYECKOMY IPOTOKOITY

«Oxa3zaHne MeIMIUHCKOH TOMOIIN
ManueHTaM (B3pocCiioe M IETCKOE HACEIICHHE)
c remoduineit A u remoduiuei By

IMamsTKa 0 HEOOXOAMMOCTH COOTIOIEHUS] OXPAHUTEIHLHOIO PEKUMA VI NALMEHTOB
€ BPO:KA€HHbIMH M TIPUOOPETEeHHBIMU HAPYLIEHNUSIMH CBEPTHIBAHUS KPOBH

Bpoxnennsle W npuoOpeTEeHHbIE  HAPYUICHHWS  CBEPTHIBAaHMS  KPOBH, CBSI3aHHBIC
¢ 1e(pUIUTOM OIHOTO U3 (PaKTOPOB CBEPTHIBAHUS KPOBH, IPEICTABIISIOT CEPHE3HYIO OMACHOCTD
BO3HHMKHOBCHHUA KpOBOTe‘IeHHﬁ. KpOBOH?;J'IHHHHC B B€IICCTBO TI'OJIOBHOI'O H (I/IJII/I) CIIMHHOT'O
MO3ra, KpPOBOMZJIMSHHS B MSTKAE TKAaHMW INEH, HOCOBBIE KPOBOTEUEHHS ¥ KPOBOTCUCHUS
CO CIIM3UCTON pTa, KPOBOM3JIUSHUS B TPYIHYIO M OPIONIHYIO TOJOCTH, IIOYEYHOE KPOBOTEUCHHE,
KPOBOMBIJIMSIHUSL B OOJIACTH CYCTaBOB MOTYT BO3HHKAaTh CaMOINPOHM3BOJIBHO HJIM TOCIE
MHUHUMAaIbHOU TpaBMbI B 3aBUCUMOCTH OT CTCIICHU TSXKCCTU HAPYHICHUS CBCPTHIBAHUA. JIro6oe
KPOBOTEUYEHHE IPEJICTABIISCT YIPo3y [UIsl )KU3HU. [1oaTOMY 1U1s TpeaynpexIeHUs] KpOBOTCUCHUI
MAIMEHTHI ¢ BPOXKIECHHBIMH W TPUOOPETEHHBIMU HAPYIIEHUSIMH CBEPTHIBAHUS KPOBU JTOJKHBI
COONIONATh OXPAaHUTENBHBIA PEXHM, H30eraTh CHUTyalWil, CBSI3aHHBIX C IMOBBINICHHOM
TpaBMmartu3anueil. [laruentam 3anpemensl urpsl (Gyrdos, xokkei, 6acker6on, Gokc, 6opnoa,
KaTaHHE Ha BEJIOCUIIC[e, KAaTaHWE Ha CaHKaX CTop, KaTaHWe C MCIOJIb30BaHHEM JPYTHX
MOJIPYYHBIX CPEACTB, APYTHE) W 3aHATHS CIIOPTOM (KOHTAaKTHBIE €IMHOOOPCTBA, aTJIETUYECKas
T'MMHACTHKA, CIIOPTHBHAs TMMHACTHKA, JIPYTHUE), CBS3AHHBIC C TIOBBIILICHHBIM PHCKOM TIOJTyYCHUS
TpaBM U BO3HUKHOBEHUS KPOBOTCUCHHUH.



[Ipunoxenue 4

K KIIMHUYECKOMY ITPOTOKOIY

«Oxa3zaHne MeIUIUHCKOH TOMOIIN
nanueHTaM (B3pocioe U JeTCKOE HaceJIeHHUE)
c remoduiueit A u remoduiueid By

IIIkana OLEHKH THAKECTH 'eMOPParu4ecKoro CHHApoMa

Tabinmna 1

Ne Bammer*
i Knnangeckue nposBieHus = 0 1 3 3 4
1 |[HocoBble KpOBOTEUEHUS He Obu10 MM 5 3nm3070B Bron wiid  [BpaueOHast KOHCYJIbTaLUS Tammnonana, uiu Tpaucdy3us kposu, ee
5 BMU30/0B B roJ TN TETBHOCTHIO [IPHKUTaHKUE, WU KOMIIOHCHTOB HITH
10 MuHyT MCTIOB30BaHUE 3BaMeCTHTENIbHAS Tepanus,
MHTUOMTOPOB (PUOPHHOIIN3A’ UM IECMOIIPECCHH
2  (CuHsAKH He 6510 nm < 1 cm 1 cM ¥ CTIOHTaHHBIC IBpaueOHast KOHCYJIbTAITUS
3 |KpoBoreueHus u3 HeOOIBLINX He 6bu10 nin 5 5nu3010B B rog Wi |BpaueOHast KOHCYJIbTALMS Xupypruueckuii remocraz  [Tpancdy3ust Kposy, ee
paH 5 3MHM30/10B B TOX UTATENIEHOCTRIO > 5 MUHYT MITA MCTIOJTE30BaHHE KOMIIOHEHTOB HJII
MHTHOUTOPOB (PUOPHUHONN3A [3aMECTUTEIIbHAS TEPAITHS,
MJIA TECMOTIPECCHH
4 KpoBoTeueHHS U3 CIM3UCTOM He 6b110 beutn, XoTs Ob1 1 snm3on  [BpadeOHas KOHCYIbTAIHS Xupyprudeckuii reMocta3z  [Ipancdysus KpoBH, ee
[TOJIOCTH pTa B TOJI KOMIIOHEHTOB HJIN
BaMecTHTENbHAS Tepanus,
MJIA TECMOTIPECCHH
5 [KemymnouHo-KuIIeUHbIE He 6b110 brimn, cBsA3aHHBIE brin, cnoHTaHHBIE Xupypruueckuii remocras,
KPOBOTEUYEHHSI C SI3BEHHO 0OJIC3HBIO, MCIIOJIb30BaHKE
MOpTaNbHOMN MHruouTOpOB (PUOpHHOIN3A,
THUIEPTCH3HEH, TpaHc(y3usi SPUTPOIIUTOB,
AHTUOTUCTLIA3UCH BaMeCTHTEIbHAS Teparnus
MM IECMONIPECCUH
6 |KpoBoredenus npu ynanenuu |He Obu1o He mpoBoaunachk IBBUTA KPOBOTCUCHUS IBpUTA KPOBOTECUYCHUS B HanosxeHue NIBOB WK Tpaucdy3us kpoBu, ee
ByOoB KPOBOTEUEHHH ITOCIIe PKCTPAKITUS WITH B < 1/4 BBITIOJTHEHHBIX 1/4 BBEIIOTHEHHBIX raMIToHaia KOMITOHEHTOB,
He < 2 ymnajneHui OTCYTCTBHUE PKCTpaKUIuii, He TPeOOBaM PKCTPAKINH, BMEIIATEIHCTB BaMecCTHTENbHAS Teparnus
KPOBOTECUCHHSA MIOCJE  [BMEIIATEIBCTB He TpeOoBaH MITA TECMOTIPECCHH
1 ynaneHus
7 |KpoBoTeueHus rnpu He 65110 IHe nmpoBoaunuch bbb KpoBOTEUCHUS bbb KpoBOTEUCHMS B Xupyprudeckuii reMocta3z  [Ipancdysus KpoBH, ee
XHUPYPTHIECKUX KPOBOTCUSHHH TIOCIIE [BMEIIATENBCTBA WM B < 1/4 BBIOJTHEHHBIX 1/4 BBITTOTHEHHBIX MJTA MCTIOJTE30BaHHE KOMIIOHEHTOB,
BMEIIaTEIIECTBAX He < 2 BMEIIATeIbCTB (OTCYTCTBHE XUPYPTHIECKHUX MPOLEAYP, XKUPYPTHISCKHUX TPOLEAYD, MHTIOUTOPOB (PHOPHUHOMNM3a [3aMECTHTENbHAS Teparus
KPOBOTCUCHHI TIOCJIC  [BMEIIATEILCTB BMEIIATEIILCTB HE TPEOOBAIN MM IECMOTIPECCUH
1 BMenIaTenbpCTBa He TpeOoBaH
8 [MeHncrpyanbHble MenuuHCKast TOMOIIb [BpaueOHast KOHCYJIbTAIMs [~ 2 3MU30JI0B B roJ] BpeMeHHOM |[KoMOMHMpOBaHHOE NieueHue [ ocnuTann3anus
KPOBOTCUCHHS He TpeboBaach MM CMEHA MPOKJIAJ0K HETPYI0CIIOCOOHOCTH HITU C IpUMEHEHUuEM 1 DKCTPEHHOE JICUCHUE




uvamie 1 pasza B 2 yaca wiu
00pa30BaHUE CI'yCTKOB WA
MpOTEeKaHue

MCII0JIb30BAaHHE HHTMOUTOPOB
(buOprHONIN3a, FTOPMOHAIBHOTO
neuenust unu JIC, conepaxanux
PKEINe30

MHruOuTOpOB (HPMOpHHOIN3A
M TOPMOHAJIEHOT'O JICYCHUS,
WK TIOSIBJICHUE
KPOBOTEUEHHUH C MOMEHTa
Hayasa MEHapxe

M JUTUTENLHOCTHIO

MM He0OXOJUMOCTh

B TpaHC(y3HUU KPOBH, €€
KOMITOHCHTOB,
BaMecTUTeNbHas Tepanusi,
IIecMOIIPecCcHH, KIOPETaX,
A0IIATIAS SHIOMETPYSI,

> 12 MecseB CHCTEPIKTOMHSI
9 [[MocneponoBeie kpoBoTeueHus [He Obu10 He 6b110 pooB unmu  [BpadeOHas koncynbranus |[Mcmonp3oanue JIC, Tpancdysust kpoBwH, ee UTro6o€e sKCcTpeHHOE WITH
KPOBOTEUEHHH TIOCIIE [HE OBLIIO KPOBOTEUEHHS [MITH UCTIOIB30BaHHE COZIePIKAIIIX JKETIe30, FITH KOMIIOHEHTOB, oTepaTuBHOE
He < 2 poJIOB mociie 1 pomoB OKCUTOIIMHA WJTH MHTHOUTOPOB PUOPHUHOIN3A BaMeCTHUTEIbHAS TeparHs BMEIIATEILCTBO
IOXHOMETpa B TCUCHHE MITA AECMOTIPECCHH, WITH (THCTEepIKTOMHS,
6 Henenb HE00XO0IUMOCTh lerupoBaHUe BHYTPEHHEH
MCCIICIOBAHHUS [TOJIB3/IOLITHON apTepuH,
[oj aHecTe3ueH u (Uin) AMOO0IIM3AIUS MATOYHOM
MCTIOIb30BaHUS apTepuu, HaJOXKCHUE
BHYTPHMATOYHOT'O 0aJJIOHA |[MATOYHBIX
M (WIM) TAMOOHA/IBI MATKH _ |(pUKCHPYIOMINX IIBOB)
10 [[ToakosxkHbIE Hukoraa He ObLIO IbbiTH IOCIE TPaBM, IbbIIM CIIOHTaHHBIE T€éMATOMBI,  |BBUTN CIIOHTaHHBIE WIIH bbLIM CIIOHTAHHBIE WU
1 BHYTPHUMBIIIICYHBIE leueHust He TpeboBaIn ledeHwst He TpeboBaIn [OCTIe TPAaBM, [OCTIe TPABM,
KPOBOM3JIHSHUS MoTpeOOBaBIINE MOTpeOOBaBIINE
MIPUMEHEHHUS AECMOTIPECCHHA XUPYPTUIECKOTO
MJTA 3aMECTUTENFHON BMEIIIATEIIECTBA UITH
repanuu rpaHcy3un
11 [KpoBoTeueHus B CyCTaBbl IHukorma He 66110 brimu ociie TpaBmM, brimu cnonTaHHbIE, IedeHUsl He |BbUTH CIIOHTAHHbBIE WU b CIOHTaHHBIE WK
nmedeHus He TpeOoBaIn TpedoBaIn [OCJIe TPaBM, [OCJIe TPaBM,
moTpeOOBaBIIHE moTpeOOBaBIIHE
IPUMEHECHHUS JECMOTIPECCUHATPOBEACHUS
MJTH 3aMECTUTEIILHOU XHUPYPIHIECKOTO
Tepanuu BMEIIIATEIILCTBA UK
rpancdy3un
12 KpoBousnusHus Huxorna He 65110 CyOnypasbHas rematoMa, |BHyTpHMO3roBas
B IEHTPAILHYIO HEPBHYIO MmoTpeOoBaBIIast JTFOOOTO remMaToMma,
cucTemMy BMEIIATEILCTBA MmoTpeOoBaBIIast JTFOOOTO
BMEIIATEIECTRA

4 BabHas OLEHKA TSKECTH FEMOPPArUIECKOTO CHHPOMA SBIISETCS PE3YIILTATOM CyMMUPOBaHHs Ga/JIOB CAMBIX TSHKENBIX 330,10 KPOBOTOUUBOCTH MO KaXI0M CTPOKE.
st nuarnoctuky BB cymma 6aioB > 4 umeer uyBctBuTesbHOCTE 100 %, criermpuanocTs — 87 %.
5 AMUHOKAnpOHOBAs KUCJIOTA, TPAHEKCAMOBAsI KUCIIOTA.




IHopsinok nposenennss ®PKU

Tabnuma 2

ITanments! 2—18 et

[TanumenTs! cTapuie 18 et

ITpu npoBeneHnu

Ne H . IIpu nmpoBenenun IIpu nposenenuu
n/n AMMCHOBAHHE MCPOTPUATHA fiep BH‘IHOH“ BTOPUYHON MEIUIIMHCKOM | BTOPUIHON MEAUIIMHCKON
MEIUIUHCKOMN
IpOpUITAKTHKH PO UITAKTHKH
PO UIaKTUKHI
1 |Onpenenenue nepex Ornpenenenue: B nenb npeanosiaraeMoro o4epeHoro BBEACHUs, HO
BBEJICHHEM CTapTOBOM 036l [akTUBHOCTH PCK He paHee 3 mHei mocie mocnenHero Beeaenns KOCK
K®CK VIII (IX) IVIII (IX); \VIII (IX) — onpenenenue aktuBHOCTH DCK VIII (IX);
TUTPAa HHTUOUTOPOB tutpa naruouTopoB Kk ®CK VIII (IX)
k OCK VIII (IX);
AUYTB, IITB, TB,
bubpunoren, OAK,
ACT, AJIT
2 |CraproBas goza KOCK K®CK VIII (IX) 25—  [K®CK VIII - 50 ME/kr maccs Tena (KOCK IX —
VIII (IX) 6omrocHO 30 ME/xr 100 ME/kr)
OJIHOKPATHO BHYTPUBEHHO
3 [Bpewms peructpauuu Uepes: Uepes: Uepes:
KOaryJIIMUOHHOIO oTBeTa — |15 MHUHYT 15 munyT 30 MUHYT
OIIpEEIICHUE aKTUBHOCTHU 1 yac 1 yac 1 vac
DCK VIII (IX) 2 gaca 2 qaca 2 gaca
6 qacoB 6 qacoB
12 gacoB 12 gacoB
24 qaca 24 qaca
48 gacoB pH HEOOXOTUMOCTH
72 daca ITOTIOTHUTETIHHO:
1pY HEOOXOJUMOCTH s @CK VIII:
TOIIOJIHUTEIIBHO: 48 yacoB
96 yacoB — it @CK VIII |72 gaca
96, 120 yacor — st ®CK |96 vacos;
1X s @CK IX:
48 yacoB
72 qaca
06 gacos
120 gacoB
4 |Ouepennas noza KOCK VIII KOCK VIII (IX) 25— - -
(IX) 30 ME/kr
5 |Bpewms peructpanuu Uepes: - -
KOAryJisIIUOHHOTO OTBeTa — |15 MHUHYT
onpeeieHne aKkTUBHOCTH 1 yac
DCK VIII (IX)
6 [Uurepnperanus OKU: >2,1% >2,1% >2,1%
unTepsai BBeneHuss KOCK
[PAaBCH BPEMEHHOMY
MIPOMEXKYTKY, B TCUCHUE
KOTOPOrO MHHUMAJTbHAs
ocTaTOYHAS aKTUBHOCTD
imeumtHOr0o ®CK
cocTaBiseT
Tabmuma 3
Pacuer 10361 KOCK VIII (IX) 1 nononurtenbubie MeToabl 1 JIC mpu ocTpom
KPOBOTEYEeHUH
No
W Jlokanuzauus KpOBOTEUEHUS Temodumus A T'emodumus B
1 |Bspocmsie:
1.1 |remaptpo3® K®CK VIII 20-25 ME/kr kaxapie 12[KOCK IX B no3e 40-50 ME/xkr,

gacos, 3ateM — 10—15 ME/kr xaxxapie
12 gacoB J0 7 cyTOK

BaTteMm Kaxkaple 18 gacoB — 20-25
IME/KT 10 5 CyTOK, 3aTeM KaXIple




24 yaca — 20-25 ME/kr
o 7 cyToK

1.2

IMOJAKOXXHBIC KPOBOU3JIUAHUA,
KPOBOM3JIMAHNSA B MATKHUC TKaHU
1 MC)KMBIIICYHBIC I€MATOMBI,
HC YIpOXKarore )KU3HU

K®CK VIII B no3e 20-25 ME/kr
Kaxxable 12 4acoB 10 5 CYTOK,
sareMm — 10—15 ME/kr kaxabie
12 gacoB 10 7 cyTOK

IKOCK IX B go3e 40-50 ME/kr,
BateM Kaxkaple 18 yacoB — 20—
25 ME/xr no 5 cyTok, 3aTemMm
Kkaxcaple 24 yaca — 20-25 ME/kr
o 7 cyTok

1.3

reMaTypust
Baumanwue! 3anpenieHo
MCII0JIb30BaTh HHIHOUTOPBI
bubpuHOIH3a!

IK®CK VIII B mo3e 25-30 ME/kr,
BaTeM Kaxkaple 12 gacoB — 15—

(57 nmueir)

IKOCK IX B 10o3e 50-60 ME/kT,
BaTeM Kaxkaple 18 gacoB — 25—

20 ME/xr o mactymienus remocta3a30 ME/kr 57 cytok, 3atem

Kaxaeie 24 gaca 25-30 ME/kr
imo 10 cyTok. [To MeTUIIUHCKUM
[MOKa3aHUsAM Ha3HAYAIOT
KOHCYJIbTAIIMIO Bpaya-
Hedpoiora, Bpada-yposora

1.4

racCTpoaAyOoJACHAJIbHOC KPOBOTCYCHUE

IKOCK VIII B no3e 40-50 ME/xr,
3aTeM Kaxjble 8 yacoB — 20—

30 ME/kr 3—5 cyToK, 3aTeM Kax/bie
12 gacoB — 20-30 ME/kr mo 7-9
CYTOK

K®CK IX B no3e 60—80 ME/kr,
BaTeM Kaxaple 18 yacoB — 30—
40 ME/xr 5-7 cyTtok, 3aTem
kaxcaele 24 yaca — 3040 ME/kr
luo 10 cyTok

[loxa3aHo MMPpUMCHCHUEC I/IHFI/I6I/ITOp0B

¢ubprHONIM3a

1.5

BHYTPHYCPEITHOC KPOBOUBIHSIHUE,
[peTpodapuHreanbHasl Win
[PETPOIIEPUTOHEATbHAS TeMaToMa,
[epeioMbl TPYOYaTHIX KOCTEH,
KOCTe Taza, oOmupHast
MeKMBbIILIeUHas TeMaToMa

K®CK VIII B noze 40-50 ME/xr,
BaTem kaxxable 8 yacoB — 20-30
IME/kr 5-7 cyTOK, 3aTe€M Kax/ble

12 gacoB — 20-30 ME/kr no 21 cytok

IKOCK IX B no3e 80—100 ME/xr,
BaTeM Kaxkable 18 yacos —

50 ME/kr 1o 7 cyToK, 3aTeM
kaxxaple 24 yaca — 50 ME/kr

mo 14 cyTok. ['emocTaTiueckuii
ypoBerb @CK IX B 1-10 HEnemO
80—-100 %, BO 2-10 HEAETIO —

imo 60 %, B 3-10 Hexemo — 10 30—
40 %

2  \derwu:
2.1 [remaptpos’ KDCK VIII B no3e 25-30 ME/kr IKOCK IX B mo3e 40-60 ME/xr
uepe3 12 gacoB 5—6 aHei 1 pa3 B 24 yaca 5-6 nHei
2.2 [NOJKO>KHBIE KPOBOU3IHUSHUS, KDCK VIII B no3e 25-30 ME/kr IKOCK IX B no3e 40-60 ME/xr
KPOBOM3JIMSHUSA B MATKUE TKAHU uepes 12 yacos 5-6 nueit 1 pa3 B 24 gyaca 5—6 nneit
1 MEKMBIIICYHBIC TEMaTOMBI,
HE yrposKarolye KU3HH
2.3 [remarypus K®CK VIII B noze 40 ME/kr kaxapie KOCK IX B noze 40-60 ME/xr
8—12 yacoB 10 KynUpOBaHUS 10 KYIIUPOBaHUs
MUKpOIreMaTypuu MUKporeMaTypuu, 3areM — 30—40
IME/kr xaxnsie 18—24 vacoB 1o 5
CYTOK
2.4 [ractpogyonenansHoe kpoBoteueHue [KOCK VIII B moze 40—50 ME/kr IKOCK IX B 103e 60—80 ME/kT,
Kaxaple 12 qacoB B TeueHue 2 CyTokK, BateM — 50 ME/kr kaxapie 18—
B rocneaytomue 2—3 mas — 30—40  [24 gaca B TeueHue 2—3 CYTOK
IME/kr xaxxaeie 12 gacos, 3aTeM —
20-30 ME/kr xaxnasie 12 gacos
B Teuenne 7—10 cyTok
2.5 [BaytpuuepenHoe kpopomymsiane  [KOCK VIII B moze 50 ME/kr, 3atem [K®CK IX B mo3e 80—100 ME/kr
HA3HAYAIOT HEMPEPHIBHOE B TIEpBbIC CYTKH, 3aTeM — 50
BHyTpuBeHHOE BBegeHne KOCK VIII ME/kr kaxnapie 18 yacos no 7
B 103e 2—3 ME/kr/uac, perynupyst  [cyTok, 3areM — 50 ME/kr uepe3
CKOpPOCTb BBEJICHHUS C YUETOM 24 yaca no 14 cyToxk.
akTrBHOCTH DCK VIII B kxpoBH ['emoctaTuueckuii yposenb @CK
manueHTa: B 1-1o0 Hemero — 80— X
100 %; Bo 2-10 Hememo — 10 60 %; B 1-ro Hegemro — 80—100 %,
B 3-10 Hexemo — 1o 3040 %. BO 2-10 Heaeao — 10 60 %,
B 3-10 Heaemo — 1o 30—-40 %.
2.6 [perpodapuHTeaTpHAs HIN K®CK VIII B noze 40-50 ME/kr IK®CK IX B mo3ze 80—100 ME/kr

peTpornepuTOHeaIbHAs TeMaToMa,
HepeoMbl TPYO4aThIX KOCTEH,
KocTel Taza, o0mupHas
ME>KMBIILICUHast TeMaToMa

Kaxaele 8—12 yacoB B TeyeHne 5—7
ITHEH 10 KymMpOBaHUS MPHU3HAKOB
KPOBOTCUCHHS, 3aTEM —

[0 1IeP>KUBAIOLLEE JIEUCHHUE B J103€
20-30 ME/kr xaxzasie 12 yacoB

B TEUCHHE MOCIEAYIOMUX 5—7 CYTOK

Mo 3 CyTOK, 3aTeM
moaepKuBaromas go03a — 50
IME/kr xaxxasie 24 daca

no 14 cyrtok




¢ JlonoNHUTENEHOE MECTHOE JICUEHHE: NPUIIOAHATE MOPAXKEHHBIN CyCTaB; IpedyCMOTPETh MIMMOOUIN3ALMIO
cycTaBa IMHOW JI0 MCYC3HOBEHUsSI OOJIM; BOKPYT CycTaBa HPUKJIAJBIBATH XOJIOJHBIC MAKETHI CO JIbIOM Ha 15-20
MUHYT KaXkJble 4—6 4acoB.
7 JIONOIHUTENBHOE MECTHOE JIEUEHHUE: MPUIIOAHATH IIOPAKEHHBIH CYCTaB; MPELYCMOTPETh KMMOOUIIM3AIIUIO
cycTaBa IIWHON IO MCYE3HOBEHHUS OO0JIM; BOKPYT CycTaBa NPUKJIAIBIBATH XOJIOJHBIE MAKETHl CO JbI0M Ha 15-20
MUHYT Ka)KIple 4—6 JacoB.

Tabnuma 4

Pacuyer 10361 KOCK VIII (IX) npu oxkazaHuu cTOMATOJIOTHYeCKOH MeTUIIMHCKON MOMOIIU

BO3PACTHOM CMEHE

20-30 ME/kr, moanepxuBaromas
no3za — 15-20 ME/kr kaxabie
12 vacos 5-6 gueit

No B KpoBoTeueHIs [Ipu remodpumuu A ITpu remodmmu B
n/n K®CK VIII KOCK IX
1 |Bspocmsie:
1.1 |[npy KPOBOTEUEHHUH U3 CIM3UCTOU KDCK VIII B no3e 2040 ME/xr [KOCK IX B 103e HazHayaroT
[MOJIOCTH PTa, HOCA KaXxple 8—12 gacoB B no3e 40—60 ME/xr B/B KaxIbie
IT0 OCTAaHOBKHU KPOBOTEUCHUS, 18 gacoB 3—-5 cyTok
BHYTPb — TPAHEKCAMOBas
KHCIJIOTa B 103€ 25 MI/KT Ha OIWH
prieM KaXJble 8 4acoB
MecTHOE JeueHHe Ha3HAYAIOT ITOCIIe KOHCYJIBTAlli Bpada-
OoTOprHOJapuHTOoJora. HemomycTrma Tyras 3aqHss TaMIIoHa1a
Hoca. [TepeHIOI0 TaMIIOHAAy HOCA OCYIIECTBIIAIOT TYPYHIO,
[IPOMUTAaHHON PacCTBOPOM OAHOTO U3 reMocraruueckux JIC
(pacTBOp mepekucu Bogopoaa 3 %, ¢udpunoren). [pu
IMTOCTHKEHUH TeMOCTa3a He00X0IMMO OCTOPOXKHO yJIAJIUTh TAMIIOH
ocJie 0OMIIBHOTO NMPONMTHIBAHUS Ba3€JIMHOBBIM MacIOM.
1.2 [nepen ynanenuem 3yoa, B HadanbHoi  |[KOCK VIII 30-40 ME/kr K®CK IX B no3e 60—80 ME/xr
1o3e 0JIHOKPaTHO 0JTHOKPATHO
1.3 [mocne ynanenus 3y6a, no smurenusanuu [KOCK VIII mo 20 ME/kr K®CK IX mo 40 ME/kr kaxsie
paHeBoii moBepxHoCcTH (48—72 vaca) Kaxxple 12 yacos 18 vacos
BHYTPb BO3MOYKHO Ha3HauU€HHE TPAHEKCAMOBOM KHUCIIOTHI B 103€
15-25 mr/kr (1000—1500 mr) Ha OTUH IpHEM KaXkJple 8 4acoB
2 |Heru:
2.1 [kpoBoteuyenue u3 cauzuctoii nosoctn  |[KOCK VIII B noze 20-40 ME/kr [KOCK IX B noze 40-60 ME/kr
pTa uepe3 12 yacoB 10 octaHoBKU  [uepe3 18—24 gaca 10 0CTaHOBKHU
KPOBOTEUCHHUS KPOBOTEUCHHUS
2.2 |nepen Je4eHUEM KapHO3HOTO 3y0a, K®CK VIII B noze 15 ME/kr K®CK IX B no3e 30 ME/kr
pelycMaTpUBAaIOIINM BCKPBITHE KaHAJIQJ0JHOKPATHO 0JIHOKpPaTHO
2.3 |[HemocpenCTBEHHO Mepe yaaleHueM K®CK VIII B no3e 10-15 ME/kr [KOCK IX B no3e 30-40 ME/kr
3y0OB, MTOJIEKAIINX BO3PACTHON CMEHE |0JJHOKPATHO OTHOKPaTHO
(pe31bl, KIBIKH)
2.4 [HETIOCPENCTBEHHO Mepe yaaleHueM IKOCK VIII B no3e 15-20 ME/kr [KOCK IX B mo3ze 3040 ME/kr
3y0OB, ITOJIEKAIINX BO3PACTHON CMEHE |0JJHOKPATHO OTHOKPATHO
(MoJISIpBI)
2.5 [B cilydae mpoI0/HKAIOIIEroCs IKOCK VIII B no3e 20 ME/xr IKOCK IX B no3e 40 ME/kr
KPOBOTCUCHHS uepe3 kaxapie 8—12 gacoB 10 Kaxaple 18 gacoB B TeyeHune 2—
OCTaHOBKM KPOBOTEUECHHUS 3 cyTok
2.6 [mocTosiHHBIE 3yObI, HE TOIIeXkKAIINE K®CK VIII B craproBoit noze  |[KOCK IX B craproBoit no3e 40—

50 ME/kr,
nojzaepkuBaromas 1o3a — 30—
40 ME/kr kaxapie 18-24 yaca 5—

6 nHeit

Tabmuna 5

Pacuer no3p1 KOCK VIII (IX) nJist reMocTaTH4eCKOro odecnedyeHnsi XMPypruyeckKux

Ne
/o

I'emo¢miust B

Tumn Xupypruaeckoro
BMEIIaTEeIECTBA

Jo3za
K®CK,
ME/xr

BMeHIATeJIbCTB
lemodmmust A
Jloza
Juu BBegeHUs K®CK,
ME/kr

JlHu BBEACHUS




IXupypruueckoe BMEIaTeIbCTBO (00IIbIIoe):

1.1 pa2-3 yaca 40-50 B nens onepauun 80-100 B nens onepauuu

/10 omepauuu
1.2 |nocne onepanuu yepes | 3040 1-3 60-80 1-3

12 gacoB 20-30 4-6 40-60 4-6

15-25 7-14 30-50 7-14
2 [Xupypruueckoe BMENIATENbCTBO (Maoe):
2.1 |no onepauuu 25-40 B nens onepanuun 50-80 B nens onepanuu
2.2 [mocre onepanuu 15-40 1-5, B 3aBUCUMOCTH OT TUIA 30-80 1-5, B 3aBUCUMOCTH OT THUIA
npouenyps® npouenyps®
8 C yueToM pekoMeHIanuii Bpaua-reMatosiora 1 (Win) Bpada-TpaHc(y3HoIora.
Tabnuma 6

Pacuer 10361 KOCK® /151 3aMeCcTHTE/ILHOI TP P KPOBOTEYEHHUSX Y MAIMEHTOB
¢ HHTMOUTOpHOM popmoii reMopuInn

B CyCTaBBI, HHBIC
HE YTPOJKAIOIINE KU3HU

40 ME/kr Ha KaXIy1o
IMHHUIY MTHTHOUTOpa
(MakcuMaIbHO

imo 200 ME/kr) +
FeMOCTAaTHUYECKas J103a

10 OCTAHOBKH KPOBOTCUYCHHUA.

Ne I'emoduius A (B)
Bug kpoBoteueHus » ”
n/n Huskopearupyromnii Bricokopearupyrommii
1 |[KpoBoTeueHus K®CK VIII (IX) 20— K®CK VIla B no3e 90 MKI/KT Kaxkaple 2—3 daca

AKK B no3e 50-100 ME/kr kaxmsie 8—12 gacos.
B nocnenyromem uckimouuts BBeaenne KOCK VIII (IX)

[YTPOYKAIOIIUE KHU3HH,
ISl KY[TUPOBaHHS
KOTOPBIX HE0OX01uMa
IUTHTEIIbHAS Teparus
(Oonee 3 BBeICHUIN)

40 ME/kr Ha KaXIy1o
IMHHUIY HTHTHOUTOpa
(MakcUMaIbHO

imo 200 ME/kr) +
FeMOCTAaTUYECKas 1032

MAI[IEHTOB C HU3KUM THTPOM
marrOuTopa (< 5 BE/Mm)

Ha moMmeHT BBeaeHus KOCK —
onHokpaTHOe BBeneHrne KOCK
VIII (IX)

2 [CemocTaTtuyeckoe K®CK Vlla B no3e 90 MKr/KT Kaxkable 2—3 yaca JJ0 OCTAHOBKU KPOBOTCUCHUSI.
oOecrieueHue IAKK B noze 50-100 ME/kr kaxnbie 8—12 yacos.
DKCTPCHHBIX B nocnenyroniem nckiarouuts Beenenne KOCK VIII (IX)
XUPYPTAIECKUX
BMEIIATEIIECTB
3 |[KpoBoTeueHwus, K®CK VIII (IX) B 03¢ 20— [V «BBICOKOPEATUPYIOIINX> [Tpu BEICOKOM

MCXOJTHOM THUTPE
mHTHOUTOpa (> 5
BE/mn):
MPEKPATUTh

(M MICKJIIOUUTD

B JlaJbHEUIIIEM)
npuMeHeHne KOCK
VIII (IX);

K®CK Vlla B 1o3e
90—-120 MKr/kr
Kaxaele 2—3 yaca;
BO3MOKHO
OJTHOKpaTHOE
BBEJICHUE B CYTKH
B 103¢ 270 MKI/Kr
581051

IAKK B no3e 50—
100 ME/kr xaxabie 8—
12 yacos

B MaKCHMaJILHOM
CYTOYHOM 03¢
200 ME/kr

° Tlopsinox npumenenus JIC:
npu otMeHe KOCK VlIla u nepexone Ha AKK, uHTepBan BpeMeHH MeXly UX BBEJICHHEM JOJDKEH COCTaBIATh
He MeHee 3—4 u;
npu otMeHe AKK u nepexone nva KOCK VlIla, untepBan Mexay UX BBEJCHHEM y MAllUEHTOB cTapiue 18 ner
JIOJDKEH COCTaBIISITh HE MeHee 48 u;

y ZIeTel JomyCcTHUMO BBeneHue depes 3—4 gaca;
B Cllygyac KPOBOTEYEHHMS, NPEICTABIAIONIEIO YIpo3y AN KHU3HHU, WHTEPBAJT BPEMEHH MEXIY BBEACHHAMHU
remocTtarudeckux JIC, mpuHaIIeKaux K pa3IndHbIM IPYIIIaM, MOKET OBITh COKpAIIEH 10 4 9acoB.




IIporokousl npoBenenus UUT

Tabmuma 7

No WNHrnéurop
IIpoTtoxon = =
n/n Bricokopearupyromuii Huskopearupyromumii
1 |Poccuiickuii TPOTOKOI He3aBrucuMO OT TUTpa HHTHOUTOpA K®CK VIII B no3ze 50-100 ME/kr
Ha MoMmeHT Havana MUT: KOCK VIII  |exxemHEBHO HITH KaX bl BTOPOM
B no3e 100—150 ME/kr xaxxapie ITeHb
12 gacoB
2 |Huzkomosubrit (Humepmanmbn) K®CK VIII B no3e 25 ME/kr uepes
TCHb
3 [[IpomeXyTOUHBIH K®CK VIII B no3ze 50-100 ME/kr
€KeTHEBHO
4  |Bricokono3nsrii (BoHHCKUIT K®CK VIII B no3e 100-150 ME/xr 1-2
[POTOKOJI) pa3a B cytku + AKK B noze 50 ME/kr
2 pa3a B CyTKH
5 |IIBeackuii MPOTOKOI K®CK VIII B no3e no noaaepxxaHus
aktuBHOCTH OCK 40-100 % B ru1azme
Ha NPOTSKEHUU 2—3 HeJlleb;
B/B IMMYHOTJIOOYJINH;
nukiodochamMu, mpeaHU30II0H;
reMocopOIus (MMpU TUTPE HHTUOUTOPA
> 10 BE/mu)
Tabmuma 8
Ounenka 3¢ppextuBHocTn UUT
Ne
W D¢ddexkruBHOCTH Kpurepun
1 [[TonHeli ycmex Tutp naruduropa < 0,6 BE/Mi1 (He MeHee 4eM IpH ABYX IOCIIEJOBATEIbHBIX
OTIpEICTICHUSX ).
Hopmanu3zarus nmoka3zatens BocctanoBieHus (R = 1,4—1,6 u Oonee) Ha doHe
pUpoCcTa KOAryJSIMUOHHOM akTUBHOCTH Ha 70 % W Gouee mmocie BBeICHUS
ouepeTHOM MPOPHIAKTUUECKOM 036l Ha MPOTSHKEHUH 00JIee YEM JIBYX MECSILIEB.
Hopmanu3zanus nepuoja moyyBbiBeieHus (0ojee 7 4acoB)
2 [Yactuusbli ycnex [IpucyTcTBHE IBYX U3 TPEX KPUTEPHUEB
3 |YacTuuHbli OTBET [IpucyTcTBUE OAHOTO U3 TPEX KPUTEPHUEB
4 |OtcyrctBue otBeta |He BBINONHAETCS HU OJJMH M3 KPUTEPUEB Ha NMPOTHKEHUH 12 MecsiueB u Ooliee
ITpunoxenue 5
K KJIMHUYECKOMY IPOTOKOIY
«Oxazanne MeTUITMHCKOHW TTOMOTITH
MarueHTaM (B3pocioe U ISTCKOe HACEIICHHE)
¢ remoduiueii A u remoduinucii By
IHEPEYEHD

MeTo0B Gu3noTEepaANNH, BO3MOKHBIX 1JIsl IPUMeHeHHs TP reMouinu (reMapTpo3ax
U apTPONAaTHAX) B CAHATOPHO-KYPOPTHBIX OPraHM3ALUAX

1. UpeckoxkHast 27IEKTPOHEUPOCTUMYIISALINS MIIK KOPOTKOUMITYJIbCHAS 3JICKTPOAHAIbIe3Usl.
2. YBU-Tepanusi B HETEIJIOBBIX U CIIA00OTEIIOBBIX JTO3UPOBKAX.
3. Kpuotepanus (Bo3ayIIHas JIOKaJlbHas KpUOTEpAInsi, 00Iasi BO3LyIIHAsE KPUOTEPAIIns).
4. YnerpasBykoBas Tepanus. Yibrpadonodopes oumodura u [uMeKkcua.

5. BuyTputkaneBoil  anektpodope3  pakTopa  CBEpTHIBAHUS

KpOBU  (TomepeuHas

raJibBaHU3AIMs 00JIACTH KPOBOM3BIHUSHUSA), DJIEKTPO(DOpe3 THAPOKOPTHU3OHA (JIUIA3bl, POHUIA3HI).

6. Maraurorepanusi.

7. JlazepoTepanus, JazepoMarHUTOTEpaIus,

(Hampumep, OUOITPOH).
8. I'ps3eneuenue (meaou1oTepanusi), B TOM YUCIIE C PEAPECCalUCH.

9. 'mapotepanusi.

doToTepanus MOJAPU30BAHHBIM CBETOM



10. Maccax.
11. Mexanorepanus.
12. JleueOHas Hpu3KyIbTYypa.

YTBEPXIEHO

IToctanoBnenue

MuHHCTEpPCTBA 3IPAaBOOXPAHCHUS
Pecrry6nuku benapycs
29.07.2022 Ne 80

KJIAHUYECKHHN MTPOTOKO.JI
«Oxka3anne MeIUIMHCKONH MOMOIIM NMAIMEHTaM (B3pOcCJioe U JeTCKOoe HaceJIeHne)
¢ 0os1e3nb10 Buiieopanga»

I'JIABA 1
OBIIME ITOJIOKEHUA

1. Hacrosmuii KIMHWUYECKUH TPOTOKOJ YCTaHABIMBAET oOmue TpeOOBaHUS K 00BEMY
MEAUIIMHCKOM TIOMOIIIH, OKa3bIBAEMOI B CTAIMOHAPHBIX U aMOYJIATOPHBIX YCIOBHSIX MAIIUEHTAM
(B3pociioe U AETCKOe HaceleHue) c¢ O0onesnpto Bwmmebpanma (mmdp mo MexayHapoaHou
CTaTUCTHUYECKON Kiaccu(ukauuu Oosie3Hel u mpoOiieM, CBA3aHHBIX CO 3[JOPOBbEM, JIECSATOTO
nepecmoTpa — D68.0).

2. TpeboBaHMsI HACTOSMIETO KJIMHUYECKOTO IPOTOKONA SIBIISIOTCS  00s3aTeIbHBIMU
JUIS FOPUIMYECKUX — JIML W UHAMBUAYAIbHBIX  MpeAlNpUHUMATENeil,  OCYIIECTBISIONINX
MEIULUHCKYIO IeSITEIbHOCTD B MOPSAIAKE, YCTAHOBICHHOM 3aKOHOAATEIbCTBOM.

3. lna uenei HACTOSIIEro KJIMHUYECKOTO MPOTOKOJA HCIOIB3YIOTCA TEPMHHBI M MX
OTpeIeICHUs B 3HAUCHUSX, YCTaHOBJICHHBIX 3akoHOM PecrryOmuku benapycn
«O 371paBOOXpaHEHUNY, a TAKXKE CIAEAYIOUINEe TEPMUHBI U UX ONPEEeIICHUS:

6one3np Bunnebpanna (Bunnebpannma-lOprenca, namee — bBB)— HacienctBeHHoe
3a00J1€BaHNE CHCTEMBl CBEPTHIBAHHUS KpPOBH (KoOarysomarus), OOyCIIOBJIEHHOE CHWKEHHUEM

KoJM4yecTBa WM HapyuieHueM ¢yHkiouu — Qaktopa Bumiebpanga (mamee — VWE),
XapaKTepu3yromeecss KOJMYECTBEHHBIM WJIM KauyeCTBEHHBIM HapymieHneMm cuHre3a VWE,
OpOSBISIIONIEECST  KIMHUYECKMMM ~ HApYUICHHWSMH ~ KaK ~ HEpPBUYHOTO  (COCYIHCTO-

TPOMOOIIUTAPHOTO), TaK U BTOPUYHOTO (TJIA3MEHHOTO) 3BeHa CBEPThIBaHUS KpoBH. BB moryt
HaclieI0BaTh JETH 000MX IOJIOB;

BBEJIEHUE TeMOCTaTHUECKOr0 JIEKapCTBEHHOTO cpeacTra (fnanee — JIC) — Bup eueHus, npu
KOTOPOM BBeJICHHE KOHILIeHTpaTa (akTopa (pakTopoB) cBepThiBaHus KpoBH (fanee — KOCK) VIII
nmu VII+vWF ocymecTBistoT o (pakTy BOSHUKHOBEHHS! KPOBOTEUCHHUSI C LIETBI0 TEeMOCTA3a;

reMOCTa3UONAaTHs — HapyIUICHHE CBEPTHIBAHUS KpPOBHU, OOYCIIOBICHHOE BPOKICHHBIM,
HACJEACTBEHHBIM WM TNPUOOPETCHHBIM JehUIUTOM U (WIH) TOpPaXEHHEM TPOMOOIIUTOB,
cocyaucToil creHku u () pakropoB cBepThiBaHus kpoBH (nanee — PCK, daxrop, F);

3aMeCTUTENbHAsl Tepanus TIeMOCTa3HONaTuu — MeauiuHcKkoe mnpumenenue JIC wm
KOMIIOHEHTa KpoBH, coaepkarux nepunutaeiii @CK u (1am) KIeTku KpoBH;

MMMYHHBIH HHTHOUTOp — anTuTena K @CK, Gnokupyromue GyHKIMOHATBHYIO aKTUBHOCTh
®CK manuenrta unu ®CK B coctabe KOCK;

KOaryJjomnaTusi — HapylIeHUe CBEpThIBAaHUS KPOBU HACIEACTBEHHOTO WJIM MPUOOPETEHHOTO
xapakTepa, 00ycnoBieHHOe 1epuuToM GakTopa (pakTOpoB) CBEPTHIBAHHS KPOBH;

K®CK — remocratuueckoe JIC, comepxkamee ®CK wim MX KOMIUIEKC, MPUMEHIEMOE
JUTSL OCTAHOBKH WJTH MEIULIMHCKON MPOPUITAKTUKN KPOBOTEUCHHUIA;

MeXIyHapoaHas eauHua akTuBHOcTH (mamee — ME) ®OCK - enununa wuzmepeHus
aktuBHocT PCK. 3a ogny ME axtuBHocTH @CK ycnoBHo npunsta 100 % aktunocts OCK,
cozepkamierocst B 1 Mi1 HopMaabHON TOHOPCKOW TUIa3MBbl (TyJ1) (CTaOMIM3UPOBAHHOM ITUTPATOM
HaTpHUsl B COOTHOILIEHNN 9:1);

onna eamnuna beresma (manee — BE/mn (anmrn.: Bethesda Unit mwmum BU/ml) — ypoBenb
cojiepKaHusl MHTHOMTOpa B IUIa3Me KPOBHM MAalMeHTa, KOTopoe NpuBOAUT K 50 % CHMKEHHIO
aktuBHOCTH OCK;



npodunaktuyeckoe BBeAeHHEe TeMocTtarndeckux JIC — Bua JeyeHHs, OpU KOTOPOM
npoBoadar peryisipHoe BeeaeHue KOCK mis moanep:kanust JOCTaTOYHOTO AJIs MPEAOTBPALLICHUS
KPOBOTEYCHHSI YPOBHS OCTaTo4HOW KoaryssiiuonHou aktuBHoctn PCK VIII u (mmm) vWF
B IJIa3Me KPOBH MAIMEHTA,

cunapoMm BunneOpanna — npuoOpereHHas moTepst akTuBHOCTH VWF B ToM ciydae, eciu
KIIMHUYECKUE CHMIITOMBI W PE3YJIbTAaThl JIA0OPATOPHBIX OMNpPEAENEeHU HE COOTBETCTBYIOT
aHaMHe3y 3a00JIeBaHus;

cnenuduueckas aktuBHOCTH (manee — CA) KOCK (uucrora) — comep:kaHue KelaeMoro
OCK 1o OTHOIICHHIO K APYTUM MPUCYTCTBYIOMUM cocTapistomuM B JIC, ME/Mr oGmiero 6enka;

¢daktop BumneOpanaa — KpymHBIH MyJIbTUMEPHBIA TJIUKONPOTEHH IUIa3Mbl KPOBH,
pedepentroe 3Hauenue VWF ot 0,5 no 1,5 ME/ma (50-150 %);

neneBoir ypoBeHb ®OCK — MHHHMAaNbHO AOCTAaTOYHAs aKTUBHOCTH AedururHoro ®CK
B KpOBH MallMEeHTa, 00ECIIeUnBaIoIasi OCTAHOBKY KPOBOTEUEHHUSI.

4. MenunuHcKass TOMOIIb manueHTaM ¢ bB  oxa3piBaeTcsi B pailOHHBIX (BBISBIISIOT
MalUeHToB ¢ mojo3peHreM Ha bB 1o kinMHHYeckoMy cTaTycy, OIpeAessioT IoKa3aTelu
KOaryJaorpaMMbl), OOJIACTHBIX (AOMOJIHUTENBHO BBHIMOMHSIOT onpeneneHue akTuBHocTH FVIIL,
UCCIIEIOBaHNE arperaudd TPOMOOIMTOB C Pa3iMYHbIMH HHAYKTOpPAaMH) U PECIyOIMKaHCKUX
(IOTIOIHUTENIBHO BBIMIOJIHAIOT OmNpejaeNeHne akTuBHocTu U aHtureHa VWF, vWEF:FVIIIB,
onpeneneHue aktuBHOCTH WHTHOMTOPOB K ®CK VIII u vWF m, npu Bo3MOXHOCTH, — aHAIHN3
MynbTuMepoB VWF B 11a3Me KpoBH TMAIMEHTOB), B TOM YHWCJE, JUIS IPOBEICHUS BpaueOHOMN
KOHCYJIbTAIlMHU (KOHCUJIMYMa), OpraHu3anusxX 3apaBooxpanenus (nainee — O3).

BrinonHenne Xupyprudyeckux BMEIIATEIbCTB OCYIIECTBISIETCS TOCIE MPEIBAPUTETBHOMN
KOHCYJIbTAallMM Bpada-remMarosiora u (WiM) Bpada-TpaHcysuosora. BpIMOIHEHHE CII0XKHBIX
Y BBICOKOTEXHOJIOTHYHBIX XUPYPTUUECKUX BMEIIATEILCTB OCYIIECTBISIETCS B O0IACTHBIX U (MJIH)
pecnyonukanckux O3.

5. Ilepegaua manmenrta, pocturuiero 18-merHero Bo3pacta, B (O3, OKa3bIBAIOILYIO
MEAUIIMHCKYIO MOMOIIb FpaXkAaHaM B Bo3pacTte cTapiie 18 ser, ocyuiecTBisieTcs opopMiIeHneM
U Iiepeadeil ATaHOro AMUKPHU3a B COOTBETCTBUM € AJITOPUTMOM (TIpUiIokeHue 1).

AJITOPUTM  OpPraHu3alMyd  OPTOMEAO0-TPABMATOJIOTUYECKON  MEIUIIMHCKOW  MOMOIIM
MalKUeHTaM C TeMOCTa3UONATUIMHU MPEACTaBICH B IPUIOKEHUU 2.

6. [laneHTsI ¢ yCTaHOBJIEHHBIM AuarHo3oM bB:

MoJJIeKaT JUCTIaHCEPU3ALIUU B MOPSAKE, YCTaHOBJIECHHOM MuHnucTepcTBOM
3/IpaBOOXPaHEHUS;

HAmpaBIIAIOTCS ~ HA MEIUIMHCKYIO  peaOWIMTAIlMI0 B COOTBETCTBUU  C MOPSIKOM,
YTBEP>KICHHBIM MUHUCTEPCTBOM 3/IpaBOOXPAHEHUS;

00s13aHBI COOMIOAATh 00pa3 KU3HU U PEXUM (PU3NIECKON aKTUBHOCTH, COOTBETCTBYIOLIHIA
o0ecreueHnI0 MeTUITMHCKON TPO(IITAKTUKHA pUCKa TpaBMaTH3aIuu (TIPHIIOKEHHUE 3);

HECYT TIEPCOHAIIHYIO OTBETCTBEHHOCTHh 33 COXPAHEHHE COOCTBEHHOTO  3JI0POBBS
u ucnonb3zoBanue JIC, MONy4YeHHBIX [UIsl IEYEHUS B aMOYJATOPHBIX YCJIOBHSIX, COONIOACHHE
peXuMa JICUCHHUSI, BHIMOTHEHUSI PEKOMEHJAIui Bpada-CIrielnaincTa.

7. Bemucky penenta Bpadya Ha KOCK wiam wMHONM TeMOCTaTUYECKUM JIEKApCTBEHHBIN
mpemapar IS JISYCHHUsI B aMOYJIaTOPHBIX YCIOBUSAX OCYIISCTBISIET BPAd-CHEIUAIUCT TI0 MECTY
MEIUIIMHCKOTO Ha0II0IeHus nmarueHTa uin B O3 mo MecTy Npo>KuBaHus (MpeObIBaHMS ) TAIIMEHTA
Ha OCHOBaHUHU KOHCYJIbTATUBHOI'O 3aKJIFOUEHHUSI (CPOK JNEUCTBUSI KOHCYJIbTAaTUBHOIO 3aKJIFOUEHHUS
6 MecsIIeB, I aeTel Tpu NpoGUIaKTHIECKOM JIedeHUur — 1 Tox).

8. O6ecneuenne nauuenToB KOCK ocymecTusercs:

B O3 mo Mmecty »xurtenbcTBa (mpeObIBaHMs) NallMeHTa — JUIS OKa3aHUS MEAMIIMHCKON
MTOMOIIH B YCIOBHSIX CTallHOHAPA, OTJICIICHUS THEBHOTO MPEOBIBAHUS;

B O3 ckopoil (HEOTI0KHON) MEAUIIMHCKON TTOMOIIH (MOXKET OBITh TIPEIYCMOTPEH pe3epB
KPUOIIPELMIIUTaTa B 00bEME U CTPYKTYpE, COOTBETCTBYIOIIEM NOTPEOHOCTH pEruoHa) —
JUIS OKa3aHUsI SKCTPEHHOW U HEOTJOKHOW METUIIMHCKOM IMOoMOIM BpauyeOHBbIMU OpuragaMu
CKOpoOil MenuIMHCKOM nomouu (nanee — CMII);

B antekax cuctembl PYII «BEJIGAPMAIIMS» (pernoHaasHOTO YPOBHS WJIM IO MECTY
MEAWIIMHCKOTO  HAOMIOACHMS) —  JJIs JIedeHHWs] B amMOyJIaTOPHBIX — yCIOBUSAX (B oObeMe,
MPEAYCMOTPEHHOM pPEIIEeHUEM BpauyeOHOTO KOHCHUIIMYMA).

9. KOCK a1 fOMaNIHEro J€YeHNs MOXKET BbI1aBAThCS HA PYKHU:



MalMEHTy, JOCTUTIIEMY 18-1eTHero Bo3pacra;

3aKOHHOMY IIPEICTaBUTEINIO MAIIMEHTA.

10. ITauueHTy € BpOXKACHHBIMU (MIPUOOPETEHHBIMU) HAPYIIEHUSIMU CBEPTHIBAHUS KPOBU
(3aKOHHOMY TPEACTABUTENIO MAIMEeHTa) Bpy4yaeTcs MaMsATKa O HEOOXOIUMOCTH COOIIOJCHHUS
OXPAHUTEIBHOTO PEXKHUMA ISl MALIMEHTOB C BPOKIECHHBIMU (IIPUOOpPETEHHBIMU) HapyIICHUSIMU
CBEPTHIBAHUS KPOBH COTJIACHO IIPUIIOKEHUIO 3.

11. Benenue remoctatuueckoro JIC ocymiecTBiseTcs:

B O3 — MeIUIIMHCKIM paOOTHUKOM 10 HA3HAYCHHIO Bpada-CIeIUAINCTa;

B aMOYJaTOpPHBIX YCJIOBHUSIX CaMOCTOSITEIbHO WM MEAMLIMHCKUMH pabOTHUKaMU
BpaueOHbIx Opurag CMIT;

B COOTBETCTBUU C MHCTPYKLHEH MO MEIUIUHCKOMY MPUMEHEHHIO (JINCTKOM-BKJIAIbIIIEM )
JIC, B MHIMBHIYaNbHOW MO3UPOBKE, COOTBETCTBYIOIIEH KIMHUYECKON CUTYyallUH, C y4ETOM
HAaCTOSLIETO KIIMHUYECKOrO MPOTOKOJIA.

12. BBeneHne KOMIIOHEHTAa KPOBU T€MOCTATUUECKOTO IEHCTBUS OCYIIECTBIISETCS:

B O3 MenuUMHCKUM pabOTHUKOM M BpadyOM-CHEIUAINCTOM, TOMYIICHHBIMH K OKa3aHUIO
TpaHC(y3UOTOTHUECKON METUITMTHCKON TIOMOIIM B YCTAaHOBJICHHOM ITOPSIKE;

B aMOyJIaTOPHBIX YCIOBHAX MEAMIIMHCKHUMH paOOTHHKaMu BpadeOHbIX Opuram CMII,
JOMYIIEHHBIMHA K OKa3aHUIO TPAHC(Y3HOIOTUYECKONH MEIUIIMHCKONH MOMOIIY B YCTAHOBJICHHOM
MOPSIIKE;

B COOTBETCTBMM C MHCTPYKIMEN IO MEAUIIMHCKOMY ITPUMEHEHHUIO KPOBH, €€ KOMIIOHEHTOB
0 KJIMHUKO-J1a00paTOPHBIM MOKA3aHUSAM, C YYETOM HACTOSALIET0 KIMHUYECKOTO MPOTOKOJIA.

13. ®aktr BBeneHuss remocrtatudyeckoro JIC, KOMIOHEHTOB KpPOBU TI'€MOCTATHUYECKOTO
JEUCTBUS PETUCTPUPYETCS:

IIPU CaMOCTOSITETLHOM BBeJeHHH remocTarnueckux JIC — caMuM manueHToM (3aKOHHBIM
MpPE/ICTaBUTENIEM TMAlMeHTa) B JHEBHUKE ManueHTa (WIM HHOM JIOKYMEHTE, YCTpPOMCTBE,
MH(OPMALIMOHHO-aHAIUTHYECKOM CUCTEME);

IIpU BBEICHUU MEIULMHCKUM paboTHHKOM Opuraasl CMII — nmo ycranoBineHHbIM opMam
Y4ETHON METUITMHCKON TOKYMEHTAIlUU 10 TPaHC(yY3HOJIOTHH, B KapTe BbI3oBa Opuraast CMII;

npu BBeAeHUU B O3 — B MEIUIIMHCKON KapTe CTAI[MOHAPHOTO OOJHHOTO (B MEIUIIMHCKOMN
KapTe amOyJIaTOpHOro OOJIBHOTO), I10 YCTAHOBIEGHHBIM (OpMaM YYETHOM MEIMIMHCKOM
JOKYMEHTAIIUHU TI0 TPaHC(]Y3HUOJIOTHH, B BBIMUCHOM (TIEPEBOTHOM ) ITTUKPHU3E.

14. KoncynbpratuBHOE 3aKimoueHne oopmisiercs mpu ooparienun nanuenta ¢ bB k Bpauy-
CHEIHATUCTy aMOyJIaTOpHO. B KOHCYIbTaTHUBHOM 3aKJIIOYEHUH Bpad-CHEIUAINUCT PETUCTPUPYET
B TOM YHCJII€, IUArHO3, (aKT (MJIM OTCYTCTBHE) KPOBOTEUEHHS], HAUMEHOBAHUE U 103y BBEIEHHOTO
remoctarudeckoro JIC (KOMIIOHEHTOB KPOBH T€MOCTAaTHYECKOTO JCUCTBUs). Bpad-remartosor
U (un) Bpay-TpaHC(y3UOJIOT B KOHCYJITATUBHOM 3aKIIOYCHHH PETUCTPHUPYET, B TOM YHUCIE,
KOJIMYECTBO KPOBOTCUCHHI M YHCIIO JTHEH BBeAeHUs reMoctaTudeckoro JIC (KoMImoHeHTa KpOBH
reMOCTaTHYECKOT 0 ACHCTBHSI) 32 MPOLISANININ KaTCHIAPHBIN To1 (IEpUO).

I'JTABA 2
KIIACCUOUKAIIUA U TUATHOCTHUKA BB

15. 3anogo3puth bB M0XHO nipy HATMYMK CIEAYIOUIUX TPU3HAKOB:

bB B cemeiiHoM aHaMHE3€;

pa3BUTHE TEMOPPArnYECKOro cUHapoma npu npueMe takux JIC, kak aneTucanuiuioBas
KHCIIOTa, HECTEPOHIHBIC MPOTHBOBOCHAIMTEIBHBIE CPEICTBA, KIOMUAOTpeN, BaphapuH WIn
renapuyH;

HOCOBBIE KPOBOTEUYECHMS pEeUUIUBHpYIOIIME, idmnecs Ooinee 10 MUHYT, HeCMOTpS
Ha GUBNYECKYI0 KOMIIPECCHUIO, MIIK TPEOYIOINe MEAUIIMHCKOTO BMEIIATEeNIbCTBA;

OOWJIbHBIE MaTOYHBIE KpOBOTeueHHUs (Oosiee 7 MPOKIANOK Ha MHMKE KPOBOTECUYECHHUS, IMPH
OTCYTCTBHHM WHBIX YCTAHOBJICHHBIX MPUYWH), KOTOpBIE JIsATCsA Oonee 7—10 mHEH, B TOM YuCIe,
IIOCJIEPOJOBBIE KPOBOTEUEHMS], AalOIUIEKCUS SUYHUKOB, PELUIUBUPYIOLIUE MEHOPPATUN).
Oco0oro BHMMaHUS TPEOYIOT JEBOUYKU-TOJPOCTKU C KPOBOTEUEHUSMHU U3 HAPYKHBIX IOJOBBIX
MyTel B IEPUOJI CTAHOBJICHUSI MEHCTPYAJIbHOIO LIUKIIA;

CIIOHTaHHbIE KOXKHBIE T'€MOPPAruy pa3IMYHON BBIPAXKEHHOCTH B BHUJIE€ MHOXECTBEHHBIX
9KXHMMO30B U T€MaTOM MSTKUX TKaHEH;



MOCTTPaBMaTHUYECKHE IeMaTOMbl MATKHUX TKaHEH, HEe XapaKTepHble IJs 00beMa TpPaBMBbI;
KPOBOTCUECHHS TOCIE MHUHUMAIBHBIX TpPaBM, KOTOpble misTcs Oonee 15 MuHyT U (WiaH)
OTCPOUYEHHO BO3HHUKAIOT B TE€UEHUE 7 JHEU MOCIIE TPABMBI,

KPOBOTEUCHHS TIOCTIE yIAICHUS 3yO0B WIIM XUPYPTUYECKUX BMEIIATENHCTB, B TOM YHCIIE,
OTCPOUYEHHOI'0 XapakTepa B TeUeHHe NepBbix 7—10 aHei;

HaJIMYMEe KPOBU B Kaje 0€3 BHIMMOM MPHUYMHBI, JKEITYJOYHO-KHUIIECYHBIE KPOBOTCUCHUS,
HE 00BSCHUMBIC SI3BaMH WJIM TTOPTAITLHON THIIEPTEH3UEH;

KpPOBOTEUEHHE, COIPOBOXKIAIOIIEECs CHIDKEHHEM YPOBHS reMorioounna 6osuee uem Ha 20 /1
uu Tpelyroiee TpaHCPy3ur SIPUTPOITUTOB,;

MPU3HAKK ME3CHXUMAJIbHOM JUCIUIA3UU U aHTHOIUCIIIa3Uu;

HaJIM4Yue 3a0pIOMIMHHBIX TeMaTOM UM TeéMapTpPO30B B aHAMHE3E;

reMapTpo3bl ¥ OOIIMPHBIE TEeMAaTOMbl MSTKHMX TKAaHEW BO3HHMKAIOT OYEHb PEIKO
10 CPAaBHEHUIO C HOCOBBIMU KPOBOTEUEHUSIMHU.

16. luarno3 BB  ycraHaBiawBalOT HAa OCHOBAaHMHM  KOMIUIEKCHOTO  0OCielIoBaHUS,
BKJIIOUAIOLIETO aHamMHe3 3a00JieBaHUs, IMOJyYEHHE TeHEaJOTHYECKUX JIaHHBIX, OILIEHKY
KIIMHUYECKUX  TPOSIBICHUNA U PE3ylbTaTOB MCCIENOBAaHUS  TOKa3zareled  IJIa3MEHHOTO
1 TPOMOOILIUTAPHOTO 3BE€HbEB CUCTEMbI CBEPTHIBAHUS KPOBH.

Kpurepun ycranosnenus quaraosa bB:

aHamHe3 3a00JIeBaHUsI — HE MEHee ABYX FeMOpPparu4ecKux 3MU30/10B, TPEOYIOIINX JIeUeHus,
WJIA TPEX TEMOPPArnYECKUX MU30/10B OJJHOM U TOM XK€E JIOKaJIU3aluu;

OTATOIIIEHHAs! HACJIEACTBEHHOCTh — MOBBILIEHHAs] KPOBOTOYMBOCTH Yy POJCTBEHHUKOB |
CTEINEHU POJICTBA;

naboparopusie naHHble (aktuBHOCTH VWF <30 % (0,3 ME/Mn) (npunoxenue 4, tabnuia
1).

Jlarno3 ycraHaBiIMBaeTCs MPU HAIMYUH JIBYX U3 TPEX KPUTEPHUEB.

17. I'eneTnueckoe UCCIIEOBAHUE BBITOMHAIOT I quddepeHIaabHoi auarnoctuku bB,
onpexaeneHus tTuna bB u pucka HacnenoBaHus.

MenuuuHcKue oKa3aHus AJisi IPOBEACHUS TeHETUUECKOTO UCCIICIOBAHUSA:

HapyIIeHHE TEPBUYHOTO (COCYIHUCTO-TPOMOOIIMTAPHOTO) 3BEHA CBEPTHIBAHUS KPOBH
CO CHIIKEHHMEM cojiep:kanus (akTuBHOCTH) VWE;

npuoOpeTeHHbIi cuHApoM Buiinebpanna;

oOHapy>keHHe OONBIIMX JAelenuid y manueHToB ¢ bB Tuma 3, KOTOpbIe OINpenensoT
BBICOKHI PUCK Pa3BUTHUS HEUTPAIM3YIOIIUX aHTUTEN U aHAPUIaKTHYECKHUE PEeaKLUU PH JICYEHUN
JIEKApCTBEHHBIMH IIpernapaTamu, cojaep:kamumu vWE.

MenuiuHCKui OCMOTP C IENbI0 BeIsIBICHUS U (Wn) nudepeHnnanbHoi auarnoctuku bB
MPOBOJIAT:

1o GakTy MepBUYHOTO OOpaIIeHus (MIOJ03PEHU);

BHe npuema JIC, BIUAIOMIMX HAa CBEPThIBAHUE KPOBHU;

MCKJTIOYUB TICUX03MOLMOHANIbHOE BO30YK/IEHUE U JBUTATENIbHOE OECIIOKOWCTBO MAIMEHTa;

CIycTs HE MeHee 2-3 HeAeNnb IOClie MEePEHECEHHOTO BOCHAIMTEIHHOTO 3a00JIeBaHUS
BUPYCHOU WJIN OaKTepraIbHON 3THOJIOTHH;

JUTSE 5KEHIUH (JIeBOYEK-TIOPOCTKOB) C OOMIBHBIMH MECSIIHBIMHU MEAUIIMHCKOE HAOTIOICHHE
BBINOJHAIOT HAa 2—3 1 15-21 1HU MEHCTPYaIbHOTO LUKJIA;

JUTSL BCEX MAIIMEHTOB 0053aTeIbHO OMpeesieHrne TPYIbl KpoBu o cucteme ABO.

18. Ocobennoctu nuarHoctuku bB B neTckom Bo3pacre:

JOPOJIOBYI0 JTUArHOCTHKY bB 00bIUHO HE MpOBOASAT, TOCKONBKY pPHCK pPa3BUTHUS
KPOBOTEYCHHUH Y HOBOPOXKICHHBIX ¢ BB B OONBITMHCTBE ClTydaeB HEBEIHK;

Yy HOBOPOKJEHHBIX CPa3y K€ MOCIe POKICHUS MOKHO TUATHOCTHPOBATH TSKENyio hopmy
BB (tum 3) mo 06pa3iy mynmoBHHHON KpOBHU, OAHAKO Oojee jerkue ¢hopmel bB nmuarnoctupoBath
Y HOBOPOKICHHOTO TPAKTUYECKU HEBO3MOKHO, IIOCKOJIbKY MOCIe pokaAeHUs KoHIeHTpaus vWF
3HAYUTENbHO MoBbImaeTcs. Kaxymuiics HOpManbHBIA pe3ybTaT TECTa MOXKET MacKHpOBATh
nerkyto ¢opmy bB. Ilostomy pamarHoctuky BB HOBOPOXIEHHBIX CIEAYEeT OTIIOXKHUTh
Ha HECKOJIbKO ~ MECSIIeB, NpPHU OTCYTCTBUM TE€MOpPParuyeckoro CHUHApOMA IKEJIaTelIbHO
710 TOCTHKEeHUs Bo3pacTa | roja.

19. Cunxenue conepxanus (aktuBHoctH) VWF B nuanazone ot 30-50 % (0,3-0,5 ME/mui)
KIaCCUPUIUPYIOT KaK HApyIIeHWE TMEePBUYHOTO (COCYIUCTO-TPOMOOIIMTAPHOTO) 3BEHA



CBEPTHIBAHUS KPOBU CO CHUXKEeHHeM cozepxanus (aktuBHocTH) VWE. Ilpu oTCyTCTBUU KIMHUKA
reMOpPpParudeckoro CHHApPOMa, akTUBHOCTH VWF MoxeT ObITh CHIKEHa 10 35 % y marueHToB
JeTckoro Bo3pacTta M noApocTtkoB c rpynmoit kpoBu 0 (I) u mo 48 % y B3pocieix u 40 %
y HallMEHTOB JIETCKOro Bo3pacTa M noApocTkoB ¢ rpynmnoi kposu He 0 (I). Ilpu arom, rpynna
KpPOBH Ha ITOCTAHOBKY JAMArHO3a HE BIIUSET.

20. Camxenue coaepxannst VWF B nuanazone ot 30-50 % (0,3—0,5 ME/mn) y nanueHTos,
HE UMEIONIMX MHBIX BPOKICHHBIX MU NPUOOPETEHHBIX HAPYLIEHUH CBEPTHIBAHUS KPOBH,
C BBIPQXKEHHBIM IreéMOpPParudeckKuM CHHAPOMOM, Kiraccu(Guuupyrot kak bB tum 1.

21. Knmaccudukanus bB npencrasnena B Tabmmie 2 (npuiioxeHue 4).

22. OcHoBHoe mnposiBieHHue bB — remopparudeckuii CHHIPOM MHUKPOLMPKYJISITOPHOIO
1 (MUJIM) CMELIAaHHOTO TUIIOB CIIOHTAHHOTO MJIM MOCTTPAaBMAaTHYECKOTO XapaKTepa.

TspkecTh  TeMOpparMyeckoro CHHAPOMA  OLIEHMBAETCS B COOTBETCTBUHM  CO IIKAJION
(mpunoxxenue 4, Tadbnuma 3).

[Tpu BB 1 u 2 TunoB npeo0i1agaeT MUKPOLUPKYISATOPHBIA TUIT KPOBOTOYMBOCTH: 3KXUMO3HI,
KPOBOTEUEHHS U3 CIM3UCTHIX (JI€CHEBbIE, HOCOBbIE, JIYHOUKOBBIE), MEHOPpPAaruu, KpOBOTEUEHUS
IIPU IPOBEICHUH XUPYPIrUUECKUX BMEIIATEIbCTB M MHBA3UBHBIX TUArHOCTUUYECKUX MPOLEAYD.

[Ipu Tumax BB, xapakTepu3yromuxcs BbIpaK€HHBIM CHMKeHHEM akTuBHOCTH PCK VIII
(2A, 2N, 3), yacro HaOMIOJAIOT CMELIAHHBIH (MHUKPOLMPKYJIATOPHO-TEMATOMHBIN) THII
reMOpparudecKoro CHHApOMa.

BB 3 Tuna no cBOMM IpPOSIBICHUSM CX0Xka ¢ TsDKeIoi popMoit reMouianu A BBUIY NOUYTH
nonHoro orcyrctBuss VWF u, kak cmencteue, ®CK VIII. Ilpu ganHoMm Tumne 3aboseBaHUs
B KIIMHUYECKOW KapTUHE Mpeo0ialaloT HapyIICHHs OMOPHO-IBUTATEIHHOTO  armapara
B pe3yJIbTaTe PEeUUIUBUPYIOLUINX KPOBOUIIHUSHHUNA B CyCTaBbl (T€MapTpO30B), FeMaTOMbI MITKHX
TKaHEW pa3InyHON JIOKAIHU3AINH CIIOHTAHHOTO XapaKTepa, 3a0pIOIIUHHbBIE TEMATOMBI.

Kuszneyrposkaromue KpoBoTeueHus 6oee xapakTepHs! Juist bB 3 tuna. K HuM oTHOCSTCS:

KpOBOTEUYEHMS U (MJIM) KPOBOU3IIUSHUSA B IEHTPAIbHYIO HEPBHYIO CUCTEMY;

KpOBOTEUYEHHS U (MJIM) KPOBOUBIIUSHUSA B eIy T0YHO-KUIIIEUHBIH TPaKT;

KPOBOTEUYECHHS ¥ (MJIM) KPOBOU3IUSHUS B IICIO U (WIJIH) TOPJIIO;

3a0pIOIIMHAAS TEMAaTOMa.

HecmoTpst Ha MAEHTUYHOCTD KIMHUYECKUX MPOSBIEHUN, y TalueHTOB ¢ bB cuMnromaruka
MEHee BBIPa)KEHA, YeM Y MalUEeHTOB ¢ reMOouUINel, 1 BCeraa COYEeTaeTcs C KPOBOTEUEHUSIMU
110 MUKPOIUPKYJIATOPHOMY THILY.

I'JTABA 3
JIEYEHUE bB

23. llens sedeHusi manveHTOB ¢ bB — mMoOBbIIEHWE KOHIEHTpPAUM WA 3aMELICHHE
¢yHkunonanbHo HenodHoneHHbIX PCK myTeM cBoeBpeMEHHOH aJeKBaTHOM 3aMEeCTUTENIbHOU
Tepanuu coorBeTcTBytomMME JIC 1 (M1M) KOMIIOHEHTaMH KPOBU T€MOCTAaTUYECKOTO JIEHCTBUS.

He Bce mauuents! ¢ bB Hyx1ar0T1cs B Ha3HaYE€HUN 3aMECTUTEIILHON TEpaIUu.

MeauuuHCKUMH TIOKa3aHUSMU U1 Hadajla JIeUYeHUsl MpH HaJIW4YUM BepU(PUIIMPOBAHHOTO
nuarHosa bB sBIstoTCs cienyronme noka3areiu:

BO3HUKHOBEHHE YMEPEHHBIX M (WJTH) TSKEIBIX, CIIOHTAHHBIX U (MJIN) TTOCTTPaBMAaTHYECKUX
KpOBOTEYECHUN;

XUPYPrUUECKOE BMEIIATENIBCTBO;

PEIUANBUPYIOIINE KPOBOTEUCHHUS JIFOO0H CTENEHH TSHKECTH, CHIDKAIOIINE KAa9eCTBO KU3HU.

24. lna okazanus meauuHcko momomu npuMensitor KOCK VIII, KOCK FVIII u vWF
B KOMOMHAIMK, W (M) KOMIIOHEHTHI KPOBH T€MOCTAaTHYECKOTO JCWCTBHS B COOTBETCTBUU
C MHCTPYKIMEH M0 MEIUIMHCKOMY MpHUMeHeHHuIo (nucTkoM Bkiazasimem) JIC, kpoBu, ee
KOMITOHEHTOB.

MenuimHCcKOe MNPUMEHEHHE HE 3apETUCTPUPOBAHHBIX B YCTaHOBJIEHHOM Tmopsiake JIC,
0 MEAUIIMHCKHUM MOKAa3aHUSIM, HE YIIOMSIHYThIM B MHCTPYKILIMH 110 METUIIUHCKOMY TPUMEHEHUIO
(mmuctke-Braaneime) (off-label) ocymectBisiercss 1o pemieHr0  BpadyeOHOTO0  KOHCHIIMYMa
C MUCHbMEHHOTO COTJIACHS MAIMeHTa (3aKOHHOTO MPEACTABUTENIS MAIIMCHTA).

Komnuecto KOCK, mnpennaznaueHHOro 15 BBelAeHUs mnainueHty ¢ bB, HeoOxommmo
paccuuThIBaTh 10 akTUBHOCTH VWF MM 10 akTUBHOCTH (hakTopa, COoAeprKallerocsi B O0blIei
koHneHtpanuu Bo ¢iakone ¢ gaHHbM JIC (FVIIL:C wim vWF:RCo). M30b1TOUHasT akTUBHOCTD



FVIII no cpaBHeHuto ¢ akTuBHOCTHIO VWF B KpoBU manueHToB ¢ BB MoeT moBbIIaTh puCK
pa3ButHs TpomOo3a. IlpeumymiectBo Beibopa umerot JIC ¢ coorHomennem vWF:RCo/FVIII:C
He MeHee 1:1, MakcuMaabHO MPUOIMKEHHBIM K (PU3HOJIOTHYHOMY.

®opmyna pacuera pazoBoit 103wl JIC, conepxkamero VWEF, mis ocTaHOBKM —WIH
NpeaynpexaeHrs KpOBOTEUEHU y areHToB ¢ bB:

X=Mx(L-P)x0,5,

rie X — no3a JIC mis omHokpatHoro BBenenust (ME);

M — macca tena nanuenTa (Kr);

L — >xenaemsiil ypoBeHb akTuBHOCTH VWF B 11a3Me manuenTa (B MpoIeHTax);

P — ucxonusiit yposens akruBHoct VWF y nmanuenta o BBenenus JIC (B nporeHTax);

0,5 — monpaBOYHBINA KOI(DPUITHEHT.

[Tpu stom, Heobxomumo yuuthiBath, uTo 1 ME VWF, BBenenHoro Ha 1 kr macchel Tena
MalyeHTa, mopbimaet coaepxanue vWF B miiazme nanuenrta Ha 1,5-2 %.

JUnist manyeHToB A0 6 JIET UCIOB3YIOT MONpaBoyHbIi Kodpdurment 0,75.

[Ton6op no3w1 u kpaTHOCTH BBeaeHUs KDCK ocymecTBIsOT B 00JIbHUYHON OpraHu3aIi,
OKa3bIBAIOIICH  CIENHMATU3UPOBAHHYIO  (T€MAaTOJIOTHYECKYI0)  MEAMIHMHCKYIO  TOMOIIb,
10 PEICHUI0 BpayeOHOro KOHCWINYyMa, C OQOPMIICHHEM KOHCYJIbTaTUBHOTO 3aKIIOYCHMUS,
COJIeprKaIIero peKoMeHIaINK 10 JO3UpOBKe, KpaTHocTH BBeneHus JIC, oObeme obecrnedeHus
Ha KBapTall.

25. Ilepen nauanom BBenenust KOCK:

Bpau-CHEIUAINCT OICHUBAET BBIPAXKEHHOCTh MepupeprUueckux BeH Y MalHMeHTa
1 BO3MOKHOCTh BHYTpUBEHHOTO BBeneHus JIC;

BBITIOJTHSIOT BaKIIMHAIIMIO IPOTUB Tenatuta B (mocne qomomauTtensHOro BBeAcHUsT KOCK).

26. Ilopsnok npumenenust KOCK, conepxamero vWEF:

26.1. nepen nepBbIM BBEICHUEM BBITTOJHSIOT:

KoaryJorpaMmy, ypoBeHb pubpunorena, peructpupyiot ucxoanyto FVIIL:C, conepxanue
vWF:Ag u ero aktuBHocTh VWF:RCo;

O0IIMi aHaTIN3 KPOBH;

onoxumuueckuii ananm3 kpoBu (Bkitouas ACT u AJIT);

26.2. nocne BBeneHuss KOCK oneHUBaroT €ro nepeHoCuMOCTb ITyTEM U3MEPEHUS 4aCTOThI
CEpJICYHBbIX COKpAlleHUH, apTEepUalIbHOIO JIaBJICHUS, 4YacCTOThl JbIXaHUSA, HW3MEHEHUS
CaMOYYBCTBHUS J0 U MTOCJIE BBIOTHEHUSI HHBEKIINH;

26.3. HeoOxomuM J1abopaTopHbId KOHTPOJb ypoBHS U akTHBHOCTH DPCK VIII u vWF
B KPOBU MAIIMEHTA C IIETbI0 MEAMLUHCKOW NMPO(UIAKTUKH TPoMOO03a M TPOMOOIMOOIHMUECKUX
ocnokHeHui. He pekomMeH 1yeTcsl peBbIllIeHUE YKa3aHHbIX 3HaueHui 6osee 150 %.

I'JIABA 4
MMPOPUITAKTUYECKOE JIEYEHUE BB

27. B 3aBUCUMOCTH OT LI€JIY, BBIAEISIIOT CIEAYIOLME HapaBieHus JeueHus bB:

MEIUIIMHCKAs Tpo(dUIIaKTHKa KpoBOTeueHUU — mapeHTepasibHoe BBeneHue KDOCK wmmm
nHOro remocraruueckoro JIC ais npeaynpexaeHusi BO3HUKHOBEHUSI KPOBOTEUCHHS;

nedeHue 1o TpeboBanuio — nmapentepanbHoe BBeneHrne KOCK mo (pakTy BOZSHUKHOBEHHS
KPOBOTEUYEHMUSI C IIEJIbI0 €r0 OCTAaHOBKH.

28. [IpodunakTuuecknii pexxuM JieueHUs ManueHToB ¢ bB Bkirowaer camocrositenbHOE
BBeneHue remocrarrndeckoro JIC (KOCK) marueHTOM (3aKOHHBIM IIPEICTAaBUTENIEM ) HA IOMY TIpU
YCIIOBUU 00513aTENBHOTr0 00y4eHHs 1 MeIuLnHCKoro Habmoaenus B O3. Pemenue o npuMeHeHUH
KOCK npunumaer mnanueHT (3aKOHHBIM NPEACTAaBUTENb MAlMEHTAa) B COOTBETCTBUU
C pPEeKOMEHIAaIMsIMHU Bpada-reMarosiora u (in) Bpada-TpaHcy3nosora.

29. Ilpopunaxtuueckoe BBeneHne KOCK, conepxkamux @CK VIII B kommiekce ¢ VWF,
OCYLIECTBJISIOT MMALIMEHTAaM C TsKEIIbIM TeueHneM bB:

nanuyenTam ¢ bB tui 3;

nanueHTaMm ¢ kadectBeHHbIMU Aedektamu VWF (BB tum 2N, ocoGeHHO B TexX cirydasx,
korga FVIII:C cocraBnsieTr menee 10 %);



MalMEeHTaM C TsoKeNbIM TedeHrueM bB tun 1, y koTopsix konumdectBO VWF 1 akTUBHOCTH
FVIIIL:C cHmxeHB,

ManueHTaM C PelUAMBUPYIOIIMMH  KPOBOTEUEHHUSMU U3 CIM3UCTBIX OO0OJIOYEK WU
C KPOBOUBIUSHUSMU B CYCTaBbI U (HOPMHUPOBAHUEM aPTPOTIATHH.

30. Buabpl npopuiakTHIECKOTO JICUEHUS

30.1. mepBuuHas MEAMUMHCKAs MPO(UIAKTUKA — PETYISIPHO MPOAOIDKAIOIIEECs JeUeHHeE,
KOTOpOE€ HAYMHAIOT y JeTel B Bo3pacTe 1—2 jeT, paHee He UMEBIINX KPOBOMBJIMSHUMN B CYyCTaBbI
WU TOCJ€ TMEpPBOr0 BHYTPHUCYCTAaBHOTO  KpOBOM3NMUsHUS. [lepBuuHasi MeaMIIMHCKAS
npodusakTuka MO3BOJIAET TNPEAYNpPEAUTh KpPOBOTEUEHHsI (BHYTPUCYCTAaBHbBIC, MBbIIICYHbIE
U JpyTrUe) pa3inuHOM JIOKAIW3alUu;

30.2. BTOpHYHas MEIUIMHCKAs MPO(HIIAKTHKA — PETYISPHO TPOI0JDKAOIIEECs JICUCHHUE
y IeTell B BO3pacTe OT2JeT Ipu TsHKEIOM TedeHuM bB 1 mopnep)kaHus  ypoBHSA
«aedurmutaoroy ®CK VIII B mmasme kpoBu He meHee 3 % (0,03 ME/mn). Menuuuackue
MOKAa3aHUs K MPOBEICHUIO BTOPUYHON MEIUIIMHCKONU MPO(DUITAKTUKH:

HaJU4re CIOHTAaHHBIX KPOBOTEUEHUH Oosiee 2 pa3 B MecsIl U (WIIH) HAIMYHNE XPOHHIECKOU
AHEMUU CPEAHEN U TSKEIIOW CTEIEHU;

YXYJAUIEHUE KAauecTBAa JKU3HM TNALMEHTAa BCIEACTBUE TSKEIBIX IOBTOPSIOLIUXCS
KPOBOTEYCHUH;

MOPaKEHUE CYCTAaBOB B BHJIE MPOTPECCUPYIOIICH apTPOMAaTHH C MBIIICYHON aTpodueit
Y OTpaHUYEHUEM 00beMa JBUKCHHUH B MOPAKEHHBIX CYCTaBaX;

HEO0OXOUMOCTb BBIMIOJIHEHUS WHBAa3UBHOM NPOLEAYpHl, BKIOYas JIOMOAIbHYIO WIN
KOCTHOMO3TOBYIO MYHKIIMIO, TIJIAHOBOE MJIM 3KCTPEHHOE XUPYPrUUECKOE BMEIIATEIHCTBO, B TOM
YyuCIe, paHHUM MOCIe0NepallMOHHBIN IEPUOT;

MalUeHTaM C KPOBOTEUEHUSMH, OIACHBIMU JUIS )KM3HU, CBSI3aHHBIMU C HapyIICHHEM
(GyHKIMH TPOMOOIIMTOB;

narueHTaM ¢ bB B mepuon  MeIMIMHCKON peaOWiIuTaluyd TOCIHEe XUPYPrHUECKOTO
BMeEIIATEIbCTBA, MEIUIIMHCKOMN peabuIuTaI|H 10 MIOBOAY apTPONaTHH UJIH MOCIIe TepEeHECEHHON
TPaBMbI C HAPYUIEHUSMH OMOPHO-ABUTATEIHLHOTO anmapara.

31. JImuTensHOCTh TPOBEACHMS MPOMUIAKTHUECKOTO JICYSHUST OTIPEIEIACTCS KIMHNIECKOM
KapTUHOU U CUTyalue.

32. IIpodumaktuyeckoe BBeaeHue KDOCK, comepkamux ®CK VIII B kommiekce ¢ VWF,
HE HAa3HA4aloT B CiIyyae:

OTKa3a MalueHTa (3aKOHHOTO IMPEACTAaBUTENS) OT MEAUIIMHCKON MPOMUIAKTHKH, a TaKkKe
P HAPYIIEHUH PEKIMa METUITUTHCKON MPOQUIAKTUKY MMallUEHTOM;

nosiByieHus B nepuos npodunaktuueckoro BBeaeHnss KOCK uarunduropa k ®CK VIII nnm
k VWF B xonuuectse > 0,6 BE/mu;

BO3HUKHOBEHMS TSDKENION ajuiepruueckoil peakiuu Ha BBegeHne KOCK;

BO3HUKHOBEHHUS TPABMbI WJIH HEOOXOAUMOCTH BBIMOJTHEHUS SKCTPEHHOTO XUPYPIHUECKOTO
BMEILIATEIbCTBA, MEIMIMHCKUM  TOKa3aHMSAM K KOTOPOMY BO3HUKIM MOCI€  Hayana
npodunakruyeckoro BeeneHuss KPCK (pexuM MeTUIMHCKONH NPO(UIAKTUKH MOXET OBbITh
MpepBaH JUIs MPOBEACHUS T€MOCTAaTUYECKOW Tepamuu; PeKUM MEIULUHCKON MpoduIaKTUKU
MOXKET OBITh BO30OHOBIICH ITOCJI€ BBITIOJHEHHS OMEpaIii, a UMEBIINE MECTO JHH BBEICHUS
MoJIeXkKaT yueTy B oOmieM konudecTBe aHel BBeneHus KOCK).

33. IIpu npodunakrruueckom BBeaeHnu KOCK Bri6op JIC, monbop 1036l U ONpeaeieHue
kpatHOCTH BBeAeHUd KDPCK ocymecTBISIOT ¢ yYETOM WHIMBHUAYAJIBHOTO OTBETAa OpraHu3Ma
nanuenTa. Perucrpanuto orBera Ha BBeneHue KDCK, comepxkammx ®CK VIII B kommiekce
¢ VWF, ocymectisitor B O3, OKa3blBalOIUX CIHEIUATU3HUPOBAHHYIO T'€MaTOJOTHYECKYIO
MeauIuHCKYy0 nomoinb. Beeaenne KOCK ans MequnuHCKON NpodUIakTHKH KPOBOTEUEHHIM
nmanueHTaMm B Bo3pacte 0 18 metr ¢ BB  ocymectBusitor MemunmHckue pabotHukn O3
B CTAI[MOHAPHBIX YCIOBUSAX WJIA aMOYJIaTOPHO.

ITepen nauanom mnpodunaktuueckoro BeeAeHHsT KDOCK omneHWBaIOT BBIPAXECHHOCTH
nepudepruyecKkux BEH Y MalMeHTa ¥ BO3MOXHOCTh BHyTpuBeHHOro BBeneHus JIC, a takxke
BBIIIOJIHSIIOT BAaKUUHALMIO MPOTUB renatuTa B, KOTOpYH OCYIIECTBISIOT MYTEM MOIKOXKHOU
WHBEKIUH BaKIIUHLI U JOIOIHUTENLHOr0 BBenenus KOCK.

34. Y nmanueHToB B Bo3pacTe A0 18 JeT 0MHOKpAaTHO BHYTPUBEHHO BBOJAST CTAPTOBYIO 103y
K®CK, conmepxammux ®CK VII B kommiekce ¢ VWF B komuuectBe 50 ME/kr (pacuer



ocymecTBIsoT 110 conepxkanuio VWFE B nannom JIC). PeructpupyroT KoaryjJoruueckuii OTBET
Ha BBeneHue uepe3 15 wmunHyT 10 m3menenuto FVIILC, vWF:Ag, vWF:RCo. YO6buib
KOaryJISIIMOHHOW aKTUBHOCTH 4epe3 1 vac, 2 yaca, 6 yacoB, 12 yacoB u 24 yaca (36 yacoB npu
HEOOXOJMMOCTH) TIOCJIE€ BBEACHHMS CTApTOBOWM 03Bl OTpaXaeT JAMHAMHKY WHAKTHUBAIUH
u BeiBeAeHus u3 kpoBotoka @CK VIII, vWF:Ag.

35.B 3aBHCHMOCTH OT IIeId MEIUIIMHCKOW MPO(HUIAKTUKY | MOJYYCHHBIX JaHHBIX
OTIpEENSAI0T MHTEPBAI BPEMEHU MEXIy HNOBTOPHBIMH HHBEKIHUSMHU WU MPUHHUMAIOT pEIIeHHE
0 BO3MOKHOCTH  mcnonb3oBanus  KDOCK, coaepxkamero  VWF, s nanpHeuero
MpoUIAKTUYECKOTO BBEICHUS.

B teuenue nepsbix 100 nueit npodunaktuueckoro BBenenus KOCK, conepxkamux OCK
VII B xommiekce c¢vWF, miaHoBOo€ WM 3KCTPEHHOE XUPYPruye€CcKOe BMEMIATEIbCTBO,
BHYTpHUMBIIIeYHOe BBeJieHHE JIC MOXeT ObITh BBINOJIHEHO MPU HATUYHH COOTBETCTBYIOIIUX
MEAUIMHCKUX MTOKa3aHUH.

KoHTpo:b 3a cBepTHIBAHUEM KPOBH Ha MPOTSHKEHUU TEPBBIX SO0 AHEH MpOoPUIIaKTHIECKOTO
BBeaeHuss KOCK ocymecteistoT Ha 10, 20, 30, 40, 50 qam mporIakTHYECKOTO BBEICHHUS, a B
nanpHelmem kaxasle 6 wmecsaueB. Peructpupyror FVILEC, vWF:Ag u vWF:RCo mnepen
ouepenubiM BBeneHueM JIC um yepe3 15 MuHyT nocine mHbeKUMH. HecooTBETCTBUE peaIbHOIO
OoTBETa OXHAaeMOMy >(QQEKTy yKazblBaeT Ha HEOOXOIUMOCTh HCKJIIOUEHHUS WHTHOUTOPHOU
¢dbopmbl 3aboneBanus. [loaTBepxknaeT BOSHUKHOBEHUE HHTHOMTOPOB OTCYTCTBUE KIMHHYECKOTO
sddexra oT npodunakTuyeckoro Beaenus JIC.

[Tocne 50 gueit npodunakrruueckoro BBeneHuss KOCK namuenTy pa3pemnieHo BHIMOTHEHHE
TUTAHOBBIX XHPYPTUYECKUX BMEIIATEILCTB, MPOPUIAKTHISCKUX MPUBHUBOK, B TOM YHUCIIE, TTyTEM
BHYTPUMBIIIEYHBIX HHBEKLUUH, KOTOpPbIE OCYIIECTBISIOT B JJEHb BBEICHHUS OYEpPEAHOMN
npodunakrnyeckoit 10361 KOCK (30-50 ME/kr).

36. Pacuer no3pt KOCK u pexxuM mpoPUIaKTHIECKOTO JICUECHUS Y B3POCIHBIX MAIlMCHTOB
npuBe/eH B Tabnuie 4 (mpuitoxeHue 4).

I''TABA §
JIEYEHHME 110 TPEBOBAHMUIO ITPU BB

37. Pacuer no3p1 KOCK u mpogobKUTEILHOCTE JICUEHUS 10 TPEOOBAHHUIO OMPEIEIISETCS
UCXO0/s U3 BUJIA KPOBOTEUCHHs, 0a30BON akTUBHOCTU AepuUUTHBIX (akTopoB VWF u ®CK VIII
Y 1IeJH JieueHus (mprioxeHue 4, tabnuma 5).

OOusbHBIE | MPOJODKUTEIbHBIE KPOBOTEUCHMS W3 MOJIOCTH HOCA, pPTa, BHYTPEHHUX
OpraHoB, XKeNyI0YHO-KUIIEUHbIE KPOBOTEUEHHUS, HEOOXOUMOCTb BBIMTOJIHEHUSI XUPYPTHUECKUX
BMEUIATENIbCTB, KPOBOM3JIMSHMS B TOJIOBHOM U CIMHHOM MO3I SIBISIIOTCS MEIULMHCKUM
MOKa3aHUEM JJIsl TOCIUTAIN3alUY AlMeHTa B IPO(UIbHBIN cTalluoHap.

Bo Bpemst 1UTENBHOM 3aMECTUTENBHON reMocTaTiueckoi Tepanuu aktuBHocTh @CK VIII
y nanveHta Ha (oHe JedyeHuss He JobkHa  mpeBblmath 150 % B cCBA3M ¢ pUCKOM
TpOMOOIMOOTMYECKUX  OCIOKHEHHH. Y MAlMeHTOB  C BBICOKUM  PUCKOM  Pa3BUTHS
TPOMOOTHYECKUX OCJIOKHEHUH TpU JOCTHXKEHWH HOPMAJIBHOTO YPOBHSA KOAryJSIIMOHHOMN
aKTUBHOCTH KPOBHU Ha ()OHE reMOCTATUYECKOM TEpaui HAUMHAIOT MEIUITUHCKYIO TPOPUIAKTHKY
BEHO3HOI TpoMO03MOO0JINK B COOTBETCTBUU C YTBEPKIACHHBIM KIMHUYECKUM ITPOTOKOJIOM.

38. Xupyprudeckoe BMEIIATEIbCTBO U (MJIM) MPOBEJACHIE WHBA3UBHOW TIPOIEAYPHI (B TOM
4yucie, auarHocTuueckoi) mpu BB pekomeHmoBaHO TPOBOAUTH HA (POHE 3aMECTHUTEIBHOU
tepaun KOCK c nensto goctmxenust ypoHs FVIIL:C > 50 %. OpueHTHpOBOUHBIE 103BI
Y PEKUMBI BBEJICHUS JIEKApPCTBEHHBIX IIPENapaToB MpeIcTaBIeHbl B Ta0auIe 6 (mpuioxeHue 4).

39. B UCKIIIOUNUTENBHBIX CIyYasiX C LEIbI0 OCTAHOBKH YIPOKAIOIIETO )KU3HU KPOBOTEUEHUS
npu  orcyrctBuM cnenupuueckux KDOCK MoxeT OBITh PEKOMEHIOBAHO IPHUMEHCHHE
CBE)KE3aMOPOKEHHOH Tu1a3Mbl U3 pacuera 10-25 Mur/Kr macchl Tena W (MIM) KpUONpelUIuTaTa
B COOTBETCTBUU C MHCTPYKIUEH 110 MEIULIMHCKOMY TPUMEHEHHUIO.

40. IIpn neyenun BB mo TpeGoBanuio mnpumeHsioT u apyrue JIC reMocTaTudeckoro
TIEUCTBUS:

40.1. necMOTnIpecCUH  PEKOMEHIYeTCsl TMPUMEHATh Yy MAIMeHTOB ¢ JIETKOW  (opmoii
KiIuHu4Yeckoro teueHuss bB 1 Tuma (cienyer ¢ OCTOPOXKHOCTHIO MPUMEHSTH Y MAlMEHTOB,
UMEIOLUX B aHAMHE3€ apTEpUAIbHYI0 TUIEPTEH3MIO, NATOJOTHI0 KOPOHAPHBIX COCY/OB,
OpOHXHMATBHYIO aCTMY, THPEOTOKCHKO3, XPOHUYECKUI HEPPHUT):



1) abcontoTHRIE MEAUIIMHCKUE POTUBOIIOKA3aHUS K Ha3HAUEHUIO JeCMOIPECCHHA!

IIPOrPECCUPYIOLIUI aTepOCKIIEPO3;

ceplieuHas HeZJOCTaTOYHOCTb;

AIUIIETICUS;

OCpEeMEHHOCTb;

2) NOpsAIOK IPUMEHEHUS 1ECMOIPECCUHA!

BBECTH MPOOHYIO /03y JIEKQpCTBEHHOTO Ipernapara IMpU OTCYTCTBHH KPOBOTEUEHUS
B TEpANEBTUUYECKON n03e c nocienyroomuM onpeaenenueM FVIIL:C yepe3 30 MuHyT mnocie
BHYTPUBEHHOT'O BBEJEHUS WM yepe3 60 MUHYT Mociie MOJIKOXKHOro BBeneHus. Kpurtepuem
3¢ EKTUBHOCTH SABIISETCS yBeTHueHue npokoaryiassaTHoi aktuBHOCTH FVIII u vVWF:RCo > 50 %.
Ecnu y manuenTta Habmogaercs okugaemMoe noBwllieHHe KoHueHTpauuu VWF, B Oyayuiem npu
KPOBOTEUYEHMSX y 3TOT0 IMALIMEHTA MOYKHO HCII0JIb30BATh JJECMOIIPECCHH;

JUIsl MHTPAaHA3aIbHOTO TMPUMEHEHHS Y B3pochbiX pazoBas jmo3a 0,3 Mkr/kr. VY gereit
B BO3pacTe J0 2 JIET IECMOIPECCUH HE PEKOMEHI0BAaH;

JUIS TOAKOKHOTO, BHYTPHUMBIIIEYHOTO WM BHYTPUBEHHOTO BBEJCHHSA CYTOYHAs [03a
IUIsL B3pOCHBIX cocTaBisieT 1—4 MKr/cytku, i aereit — ot 0,4 10 2,0 MKr/cyTku. Y HanueHTOB
B Bo3pacte 110 18 meT MomycTUMO MapeHTepalibHOE BBEACHUE JeCMoINpeccuHa 1 pa3 B CyTKH
B n103e 0,3 Mxr/kr maccel Tena B 50 mut pactBopa Hatpus xiopuna 0,9 % B teuenne 20—30 MunyT
1 pa3 B cyTku He Oosee 3 qHEH;

UHBEKIIMU MOKHO TIOBTOPATH uepe3 12—24 yaca, oqHako mocie 3—4 BBelIeHUs JeueOHBIN
addext cHmwkaercsa. [loBTopHOE BBEACHHE IECMOIIPECCHHA B TeueHHWE 48 YacoB BBHI3BIBACT
ucrorieHue 3anacoB VWF 1 MOkeT mpuBeCcTH K Taxuuiaakcuu (CHIXKEHHIO OTBETA Ha JICYCHUE),
OTCYTCTBHIO aJI€KBaTHOTO OTBETa MpPH MOCIEAYIOLIEM Ha3HAUYE€HUU OSTOr0 JIEKapCTBEHHOTO
npenapara;

pU HEOOXOAMMOCTH JUIMTENBHOIO JICUEHUS PEKOMEHIO0BaH IMEpexXoJ]l Ha MCIOJIb30BaHUE
K®CK VIII, conepxkamux vWF;

MOBTOPHOE JICUEHUE JIECMONPECCHMHOM TMpoBoauTca yepe3 7—10 naHeH, oJHaKoO,
OOJIBIIMHCTBO TMAI[MEHTOB, KOTOpPbIE MOJYYalOT JI€YCHHE IIOBTOPHO, CTAHOBATCS MEHEe
YyBCTBUTEJIHHBIMU K HEMY;

B pe3yJibTaTe aHTUINYPETUUYECKON aKTUBHOCTH MOTYT BO3HMKAThH MPOOJIEMBI C 3aJICPHKKOM
BoAbl U rumoHaTpuemus. [Ipm mnoBTOpHOM BBeneHuu Oosiee 2 703 ClEOyeT H3MEPUTH
OCMOJISUIBHOCTD IIJIa3Mbl MJIM KOHILIEHTpALMIo HaTpus. Ero ciemyer ocTOPOKHO HCIIOJIb30BATh
JUIS TTALMEHTOB ¢ TPOMOO30M B aHAMHE3€ U C PUCKOM CEPACUHO-COCYTUCTOrO 3a00JIeBaHNUS;

40.2. uaruOurtopsl  GuOpuHONMM3a mnpHMeEHsoT npu BB B Buae MoHoOTepanuu WM
B couetannu ¢ KOCK, coaepxammmu VWF, 1mi1s KynupoBaHUsT KPOBOTEUEHUN U3 CIU3UCTHIX
MIOJIOCTH pPTa, HOCOBBIX KPOBOTEUEHHH, KPOBOTEUCHHUN MOCIE yJaleHus 3yOOB M MEHOpparuii,
mepel U Iocie XUPYPrU4ecKMX BMEIATeNbCcTB. PexkomeHiyemas CTaHaapTHas —J03a
TpPaHEKCaMOBOI KHUCIIOTHI ITPH IEPOPATILHOM ITpHeMe cocTaBiseT 1525 mr/kr, B cpeanem — 1000—
1500 mMr 2-3 pa3a B CyTKH 110 5 CyTOK; Nnpu BHyTpuBeHHOW MH(]Y3uu — 10 mr/kr 3a 30 MUHYT
710 OTlE€paluy, 3aT€M BO3MOXXHO Ha3HAu€HUE 4epe3 Kaxable 6—8 4acoB € y4eTOM KIMHUYECKOU
KapTUHBI B TEUEHHUE OJIHOM MOCIEONEePaAllMOHHON HEICIIH;

aMUHOKAIpPOHOBYIO KHCJIOTY Ha3HA4YalOT B3POCIBIM BHYTPUBEHHO Kall€JIbHO B IEPBBII 4ac
B o3¢ 80—100 mu (4,0-5,0 1), 3aTeM npu HeoOxoaumocTu BBOAAT 1o 20 M (1,0 r) kaxkapiit yac
710 OCTAaHOBKM ~ KpoBoTeueHus. Ilpu peumamBe KpoBoTeueHust wuHpy3un 50  Mr/kr
AMUHOKAIPOHOBOM KHUCJIOTBHI TOBTOPAIOT 4epe3 4 dyaca. [lind MOJOCKaHUSA TMOJOCTH pTa
HCIIOJIb3YETCSl PACTBOP aMMHOKAIPOHOBOM KUCHOTHL 5 %. Jletam 110 18 neT aMMHOKanpoHOBYIO
KHCJIOTY MPUMEHSIIOT BHYTPUBEHHO KaIleJIbHO B 03¢ 25 MI/KT 3 pa3a B CyTKH;

40.3. ropMOHaJbHBIE  JIEKAPCTBEHHBIE IIpemapaThl: IpPU YMEPEHHO  BBIPAKEHHBIX
MEHOpparusx BO3MOXXHO Ha3HAYeHHE 3aMECTHTENbHON TOPMOHAIBHOM TEpanuu: OpalibHbIX
KOHTpPALIEITUBOB 0 CTAHAAPTHBIM CXEMaM, IPUMEHSEMBbIM B IMHEKOJIOIMH, COAEpKalluM
ACTPOTEH U IpPOrecTepoH, B (opMe BIArajiMIHbIX KOJel WM BHYTPUMATOYHBIX CIIHpANCH,
BBICBOOOXKAIONMX 3TU TOpMOHBL. OctporeHbl mobimaroT FVIIL:C u vWF:RCo B mmazme,
3a UCKJIFOYEHHEM MauueHToB ¢ bB 3 Tuma. 3amecTuTenbHy0 rOpMOHAIBHYIO TEPANTUIO HA3HAYAIOT
1ocye UCKITI0YEHUsS! TPOMOO(UIHH.

41. Ilpu neuennu 6epeMeHHbIX xeHIUH ¢ bB Baxkno 3nate Tumn bB, FVIII:C u vWF:RCo
B IUIa3M€ KPOBH MAaIMEHTKU. B mepBbIX ABYX TpuMmecTpax OepeMeHHOCTH KoHIeHTpauus VWF



MOBBIIIACTCSI  HE3HAYUTENIBHO, YTO yBEJIWYMBAET pPHUCK CaMOIPOMU3BOJILHOTO  abopra
CO 3HAYUTENBbHOM KpoBonoTepei. [Ipyu Nerkux u cpeqHeTsHKENbIX KITMHUYECKUX (OpMax TeUCHUs
BB (tum 1 u 2) konnenrparus vVWF B mma3zmMe KpoBH 00BIYHO BO3PACTAET K TPETHEMY TPUMECTPY
0epeMEeHHOCTH, B HEKOTOPBIX CIy4asx /0 HOPMAaJbHbIX 3HAYEHUH, M HA 3TOM JTale 3a4acTyio
OTCYTCTBYET HEOOXOJMMOCTh IpPOBEIEHUS TremMocTtaTuueckod Tepanuu. [lpu  TsxKenbIx
KIuHU4Yeckux (opmax tedenus BB (tum 3) mpu HEOOXOJMMOCTH TeMOCTAaTUYECKON TEpamuu
cleAyeT Ucnosib3oBaTh KoHIleHTpaThl FVIIL.

Kenmunuel ¢ BB, y kotopeix aktuBHOCTE VWF BO BpeMsi OepeMEHHOCTH HE MOBBIIIACTCS
710 HOPMAJIbHOTO 3HAYEHUS, JIOJDKHBI HAOMIONAThCS M, IPH HEOOXOIWMOCTH, IMOJIy4aTh
3amectutenbHyo Tepanuio KPCK, conepxammm vWE. Jlo3a KoHIEHTpaTa ompenensercs
B 3aBUCUMOCTH OT ypoBHs (akropa VIII y mamumentku, ompenenennoro B 28-30 Heaenb
OepeMEHHOCTH.

HetipoakcuanbHas aHecTe3us U KecapeBo ceueHue oezonacHsl mpu bB 1 tuna, korma vWF:
RCo > 50 % u FVIII > 100 %; BarunansHbie poabl — npu bB 1 tuna, korqga vWF: RCo > 50 %
u FVIII > 80 %.

Bri6op cpokoB M MeToJla pOAOpa3pelLICHUs] MPOBOAMTCS IO CTAHAAPTHBIM AKYIIEPCKUM
nokazanusM. [lpu pemeHun Bompoca o crnoco0e pojopaspenieHusi (BarMHajdbHOE WU
OIEpPaTUBHOE) PEKOMEHIOBAaHO BHIOpAaTh Hambosiee aTpaBMaTU4HBIN criocol (crmemyer uzberarb
WHBA3MBHBIX MPOLENYP, POTALMOHHBIX IIWIIOB M BaKyyM-3KCTPaKIIMM B OTHOLIEHUHU IUIOJOB,
y KOTOpbIX mono3peBaeTcst bB). PekoMenayercs mpoBeneHHe oliepallMd KecapeBa CEUYEHMS.
HeiipoakcuanbHast anecTe3usi HE pEeKOMEHI0BaHa MpY poAopa3pelieHuu xKeHyH ¢ bB 3 tuna.

CHmxenne ypoBHe VWF u FVIII nHaumnaercs cpa3y ke mocie poaoB, BO3BpAIIasCh
K 3HAUEHUsM J10 OEpEMEHHOCTH B T€UEHHE HECKOJIbKUX Helemb. Y KeHIIMH ¢ bB noBbliieH puck
MEPBUYHOTO U BTOPUYHOTO TIOCTIEPOAOBOTO KpOoBOTeUeHUs. Pruck Ooee BbICOK y skeHInH ¢ bB 2
THIA IO CPABHEHMIO ¢ KeHInnHamMu ¢ bB 1 Ttuma.

VY Beex xeHumH ¢ BB nenecoobpa3Ho B MOCIepo0BOM NEpUOJE B TeUeHUE 2—3 Henlelb
MPOBOJUTH  JTAOOPATOPHBIA  KOHTPOJIb ¢ ompeneneHueM  aktuBHocth  VWF  m FVIII
u nopaepxanuem vVWE: RCo > 50 % u FVIII > 50 %.

Brinucka manyeHToK W3 CTallMOHapa JOJDKHA MPOU3BOAMTHCS HE PaHEE CEIbMBIX CYTOK
Iocjie  PoAOB (CaMOIIPOM3BOJIBHBIX) U HE paHEE JECATBIX CYTOK IIOCIE ONEPATUBHOIO
ponopa3penieHusl.

I'JIABA 6
NHI'MBUTOPHAS ®OPMA bB

42. Aututena k VWF 3aperucTpupoBaHbl Kak pelKoe OCIOXKHEHHE TpaHC(]y3nOHHOM
tepanuu y 3—10 % mauuentos ¢ bB 3 Tuna. ¥V nerell ¢ 1oka3zaHHBIM 1aOOpPaTOPHO MPUCYTCTBUEM
uHTHUONTOpoB K VWF  4acto B aHaMHe3e PETUCTPUPYIOTCS — aJUIEPTUYECKUE  pEeaKIUH
Ha TpaHcdys3uro JIC, conepxamux vVWF.

43. Bri6op u pacuet n03s1 JIC npu uarubutopnoit popme bB:

43.1. npu tutpe marHOUTOpa K VWF <5 BE/Mn ucnonssytor JIC, comepxkamue FVIII
1 vVWF B xoMOMHaLNI;

cymMmapHas no3a K®OCK, coapepxkamero FVIII, BkiIroyaer reMOCTaTHYECKYIO 103y,
paccuuTaHHyl0 1O (opMmyJsie, NMPUBEACHHONW B YacTU TPEeTbed MyHKTa 24, U HEUTPATU3YIOLIYIO
o3y, kotopas coctaBisieT 40 ME/Kr maccel Tena Ha OJTHY €AMHHUILY HHTHOUTOPA;

43.2. JIC snrakor-ane¢a (peKoMOMHAHTHBIN aKTUBHPOBaHHBIH (akTop rVIla) mpumensior
HE3aBHCUMO OT TUTpa MHruburopa k VWF mpu oTcyTcTBUM 11a00paTOPHOTO U KIMHHUYECKOTO
apdekra ot tpanchy3un JIC, comepxkamux FVII, ansg npenynpexaeHus HIA OCTaHOBKU
BO3HHUKILIETO KPOBOTEUEHHUSI. DNTAKOT-aab(a BBOAAT OJHOKPATHO O0IIOCHO U3 pacueTa 90 MKI/Kr
Maccel TeJa JJIs OCTAHOBKHM KPOBOTEUEHHS, IIOCJIE€ YEro MpOoJODKAIT JJIUTEIBbHYIO
BHYTPUBEHHYIO MH(]Y3HMIO JIEKQpCTBEHHOTO IIpernapara co CKOpOCcThio 110 20 MKI/KT B 4ac
Ha IpOTshKeHUH 4—5 yacoB 00 B 103¢ 90 MKI/KT MaccChl Tella KaKIbple 3 yaca J0 MOTydeHUs
YETKUX NPU3HAKOB KJIMHUYECKOTO YJIyUIICHHUS;

IpU MEHOpparusx snTakor-ainb(a BBOAAT B ao3e 50—75 MKI/KT Macchl Tena, HauyMHas
C TPETHETO JIHSI KPOBOTEUEHUS JI0 IOJHOM €ro OCTaHOBKH;

IPU SKCTPAKIUK 3yOOB U MAJIOMHBA3MBHBIX XHUPYPTrHUYECKUX BMEIIATENHCTBAX 3ITaKOT-
anb(a BBOJAT HEMOCPEACTBEHHO Iepe]] olepalueld U cpasy Iociie BO3HUKILIETO JIYHOUKOBOTO



KpoBOTe4YeHHS B 03¢ 90 MKI/KT ¢ MHTEpBaJIOM B 2 4aca (He MeHee 4 BBEIICHUI) JI0 MOTyUCHUS
YETKUX MPU3HAKOB OTCYTCTBHS KPOBOTCUCHUS;

IpU TpaBME TOJIOBBI, TO3BOHOYHHKA, KPOBOM3IMSHUMU B FOJOBHOM HJIM CHHUHHOW MO3T,
KEIyJTOYHO-KUIIIEYHOM KPOBOTEYCHUU U APYTUX KPOBOUBIHUSHUSAX, YTPOKAIOUINX IKU3HU
MalKueHTa, MPHU TOJ03PEHUH Ha 3a0pIONIMHHYI0 TeMaToMy JmnTakor-ajib(a BBomAT B 03¢ 120
MKT/KT MaccChl Tella KaKable 2 Jaca JI0 MOJIHON OCTaHOBKU KPOBOTCUCHHSI.

OnnoBpemenHoe HazHadeHue KOCK VIII wuoanrakora-ansda (aKTHBHPOBAHHOTO)
HeponycTumo. [lpu HazHaueHun snrakora-aibda nocie Beeaeans KOCK VIII uarepsan mexay
BBEJICHUSIMU Yy JIETe JOJIKEH COCTABJIATH HE MEHEee 3 4acoB MpPU YCIOBUHU MOIATBEPKICHHOIO
1abopaTOpPHO OTCYTCTBHSI BOCCTAHOBIICHUS KOATYJISIIIHOHHOW aKTUBHOCTH.

I'JTABA 7
MEJUIINHCKOE HABJIIOAEHUE U MEJJUITMHCKAS PEABMJINTAIIUA I1PU BB

44 llenaMu MEOUIMHCKOTO HAOMIONEHUS SBISAIOTCA YJIyYIIEHHE KauecTBa IKU3HU
nanueHToB ¢ bB, mpenorBpamieHue pa3sBUTHS TEMOPPArM4ecKOro CUHApPOMA, pPErpecc WiIn
OCTAaHOBKAa IPOrPECCUPOBAHUSI KOCTHO-CYCTABHBIX U MBIIICYHBIX JET€HEPAaTUBHBIX U3MEHEHMI,
OTCYTCTBHE CIIOHTAHHBIX KPOBOMU3IHUSIHUM.

MeauuuHckoe  HaONIOEHUWE  OCYIIECTBISIETCS IO MECTYy  JKUTENbCTBA  IMAllMEHTa
C MEIMLIMHCKUM OCMOTPOM BPayOM-IeéMaToJI0rOM, BpauOM-TPaBMaTOJI0rOM-OpPTOIIEA0M, BpadOM-
CTOMAaTOJIOTOM, BpPayOM-CTOMATOJIOTOM-I€TCKUM HE MEHee 2 pa3 B roj; OCTAIbHBIMA BpadyaMH-
CHELMATNCTaMH — 110 MEJUIIMHCKUM OKa3aHUM.

Menumnuackoe HaOIroAeHe 3a namuesramu ¢ bB Bxiarouaer:

JUHAMUAYECKUIT MOHUTOPUHI COCTOSIHUSI MAlIMEHTa C OLICHKOM HaIW4Ms HEeXelaTesIbHbIX
SBIIGHUW TIPU TMPOBEJICHUU 3aMECTUTENIbHON Tepanuu (MOsBICHHE MHTHOUTOPOB K (hakTOopam
CBEPTHIBAHUS KPOBU, MHAMBU IyalIbHasl HEMEPEHOCUMOCTb JIEKAPCTBEHHOI'O TIperapara, BUPyCcHast
KOHTaMHHAIHS);

OLIEHKY U3MEHEHHUI IICUXOJIOTMYECKOTO WX COLIMATIBLHOTO CTaTyca MAlUEHTa,

OIICHKY COCTOSIHHSI epruepruueckori BEHO3HOM CUCTEMBI;

neueHue ocnoxHeHu bB (koppekuus neduumta xeneza, MHFTHOUTOPOB);

BBISIBIICHUE U JICYCHHE COIYTCTBYIOIIMX 3a00JieBaHMM, OCOOCHHO 3aboieBaHU 3YyO0OB,
IIOJIOCTH PTa, KEIyIO04YHO-KUIIEeUyHOro Tpakra, JIOP-opraHoB, opraHoB MOYEBBIAEIUTEIBHON
1 TIOJIOBOM CHCTEM, IATOJIOTHH CEPAEYHO-COCYIUCTON CUCTEMBI, IPYTHUX.

45. IlanyieHTaM C MOpPa)k€HUEM OIIOPHO-JIBUraTENILHOIO ammnapara, kKak npaswio ¢ bB 3
THUIIa, PEKOMEHIOBAHO NPOBeAeHNE (PYHKIIMOHAIBHON MEIUIIMHCKON peaduIuTalnu, CaHaTOPHO-
KypPOPTHOTO JICYEHHUSI B CAHATOPUSAX OPTOMEAUYECKOTO Mpoduis B KIMMATUYECKOH 30HE
MPOXKUBAHUS MAIMEeHTa, a TaK)Ke Ha 0aJIbHEOJOTHYECKUX KypOpTax.

[Tnan MeauKo-peaObUIMTALMOHHBIX MEPONPHUSATHIA pa3padaThIBAeTCs COBMECTHO BpavyOM-
peaduIUTOIOTOM, BpauoM-TpaHC(y3UO0JIOTOM, Bpa4yOM-I€MaToJI0roMm, Bpa4OM-
¢u3noTepaneBToM, HIMEIOLIMMH OTIBIT JIEYCHHUS MAIlMEHTOB C HAPYLICHUSMHU CBEPTHIBAHHS KPOBH.

VY mnanmentoB ¢ bB menecooOpa3HO TPOBEACHHE IIKOJI TCUXOJIOTHYECKON amanTaruu
JUIS1 TAIIUEHTOB C reMOopUIHEH.

[Tpunoxenue 1

K KJIMHUYIECKOMY TIPOTOKOITY

«OxazaHne MEIUITHHCKOM ITOMOIIHA
MaryeHTaM (B3pocioe U ISTCKOe HACEIICHHE)
¢ 6one3HpI0 BuuteOpanma»

AJITOPUTM HANPaBJIEHUS NMAIMEHTA ¢ TeMOCTA3HONATHEH M0 MeIUIUHCKOe HADJII0IeHue
B OPTraHHU3ALMIO 3IPABOOXPAHEHUS], 0KA3BIBAIOIIYI0 MeIUIUHCKYI0 MOMOIIb MALMEHTAM
B Bo3pacrte crapuie 18 et

1. 3a 12 mecsiueB 40 JOCTHXKEHUS MAIMEHTOM 18 JIeT B ICHb MPE/oIaraéMoro ouepeiHoro
BBegeHUS Tpodmraktudeckoil g03p1 KOCK B O3 rHe HaxoawTcs Ha AMCMAHCEPHOM Y4YeTe
MalUEeHT, TPOBOAT (papMakoKWHEeTHUYECKOe uccieaoBanue (nanee — GKI).



2. Ha ocHoBanuu mnposeaeHHoro @KU paccuuteiBaioT 103y M pexxkuMm BBeneHus: KOCK
C Y4ETOM OCTaTOUHOM KoaryiasuuoHHoH aktuBHOCcTH PCK — He menee 2,1 %.

3. Pacuetnoe xkommuectBO K®CK OKpyriastoT B OOJBIIYIO CTOPOHY C yY€TOM €ro
conepxkanus Bo (piaakone KOCK.

4. Bpau-remaToJIOT WU BPad-CIEeIHUAINCT, OCYIIECTRISIONNNA MEAUITMHCKOE HAOIIOACHUE
10 MECTy TMpokuBaHus (TpeObiBaHMsI), 3a 12 MecsIeB 10 HOCTHXKEeHHsS manueHToM 18 et
o(opMIISET STalHBIA SMUKPU3, BKIIIOYAIOLIUI BBIMUCKY U3 METUIIMHCKOM KapThl aMOyIaTOPHOTO
OOJILHOTO ¥ KONUIO BpayeOHOrO0 KOHCHJIMYMa Bpadei-CIIeUAINCTOB (B COCTaBe Bpadya-
remMaroJiora, Bpaua-TpaBMaroyiora-oprormnesia, Bpaua-Tpancgy3noora).

5. Beinucka U3 MEIUIIMHCKOH KapThl aMOyJIaTOPHOTO OOJILHOTO JOJKHA BKIIIOYATh:

JTAaHHbIE AHAMHE3A;

MOATBEPKICHHBIC TAHHBIE O KOJIMYECTBE TEMOPPArHIeCKIX SMU300B (KPOBOTCUSHUH ) 1 HX
OIMMCaHUE B TCUCHHE MOCIeTHNX 12 MecsIIeB;

00pa3 xu3HM (paboThl, y4eObl) H PeKUM (PU3NUECKON aKTUBHOCTH MALUEHTA;

JAHHBIC KIMHUKO-Ta00paTOPHBIX HCCIIeOBAaHUN (00N aHAIU3 KPOBU, OMOXUMHYCCKHUI
aHanu3 KpoBu (00muit 6enok, MmoueBrHa, kKpeatnauH, OmmupyouH, ACT, AJIT, 3neKTponuTh),
koarynorpamma (AUTB, I1B, TB), 6azoBas aktuBHOCTh nedunuraoro ®CK, TuTp HHrHOUTOPOB,
pesynbTtatel nociennero @KU, onpenenenne mapkepoB BUpycHoro renatura B u remarura C,
o0Iuii aHaIu3 MOYH ),

naHHbIe QYHKIMOHATHHBIX MeToI0B uccnenoBanus (DKI, pearreHorpadudeckue, npyrue
M0 METUIIMHCKUM TTOKa3aHUsIM);

OpPTONEANYECKUN CTAaTyC, KOHCYJIbTaTUBHOE 3aKII0YEHUE Bpadya-TpaBMaToI0ra-opToneaa;

JIMarHo3, CTETEHb TAKECTU reMODUITUY;

000CHOBaHHOE OIKCaHue MpoBoAUMOTO jeueHus (HammeHoBaHne KDOCK, KOMIOHEHTOB
KpPOBHU I'€MOCTAaTUYECKOTO JIEHCTBUS, I03UPOBKHU U KPAaTHOCTh BBEJICHU).

6. Pemmenne BpauyeOHOTO KOHCHIIMYMa JOJKHO BKIFOUaTh OOOCHOBAaHUE U CXEMY JICUCHUS
¢ npuMmeHenneM K®OCK nocine noctukenus nmauueHTom 18 mer.

7. Beiucka W3 MEIMIMHCKOW KapThl amOynatopHoro OonpHOro 3a 12  wmecsies
10 nocTkeHusd um 18 net nepenaercs B O3, 0Ka3bIBAIOUIYI0 MEAUIIUHCKYIO TTOMOIIb B3POCIOMY
HACEJICHUIO, TI0 MECTY perucrpanu (IpoXKUBaHHs) TAIMEeHTa IS INIAHUPOBAaHUS o0beMa
MEIUIIMHCKOW MOMOIIH ¥ rogoBoi nmotpednoctu B KOCK.

[Ipunoxenue 2

K KIIMHIYECKOMY IPOTOKOITY

«Oxa3zaHne MeIUIUHCKOH TOMOIIN
ManreHTaM (B3pocCiioe M IETCKOE HACEIICHHE)
c Oone3nbto Bunnebpanga»

AJITOPUTM OPraHM3aIUM OPTONEI0-TPABMATOJIOTHYECKONH MeIMIIMHCKON MOMOIIH
NAIHEHTaM C FeMOCTa3HoNaTHAMHU

1. [InanupoBaHue NPOBENEHUS XUPYPTrUUYECKOIO0 BMEIIATENbCTBA (IHIONPOTE3UPOBAHUS)
MalKeHTa ¢ reMocrasuonaTusiMu (B Tom uucie, ¢ bB ¢ obecieuennem remocrarudeckumu JIC
(KOCK, uHbIMH, Ha BECh TIEPUOJ JICUCHUS U MEIUIIMHCKON peabmiuranuu) npoBogutcs B [-111
KBapTaJie TEKYIIEro rojia — Ha MPeICTOSIINI TO/I.

2. DKCTpeHHas TPaBMaTOJOTHUeCKasi MEIULIUHCKAs TOMOIIb MAMEHTaM C KOaryJIonaTusiMu
r. MUHCKa OKa3bIBaeTCSd B YCJIOBHSIX TOCYAapCTBEHHOTO YupexaeHus «PecmyOmnkaHCKHiA
HAYYHO-TIPAKTUYECKUH LIEHTp TpaBMaToioruu u opromenum» (namee — 'Y «PHIILL TuOy),
B oOsactsax — B O3, uMeromeil B CBOEM COCTaBE OT/ICIICHUE TeMaTOJIOTHH, WM UHBIX TIPH YCIIOBUH
BpaueOHOI KOHCYJIbTAIlMU Bpaya-reMaTosiora, Bpaya-TpaHcgy3uosora.

3.C menpio ompenencHuss MEAUIMHCKUX I[TOKa3aHWUH, MEAMIIMHCKOW TPO(UIaKTUKA
KpPOBOTEUEHHUS] W IUIAHMPOBAHUSI  OKa3aHUA  IJIJAHOBOM  OPTOMENO-TPaBMaTOJIOTHUECKOU
MEIUIIMHCKOW MTOMOIIH, B TOM YHUCIIE, JIJIS DHAOMPOTE3NpOBaHus cycTaBa, u obecredeHuss KOCK
MPOBOAUTCS ~ BpadeOHass  KOHCyJbTanus  (BpaueOHBIH  KOHCHJIMYM), BTOM  4YHCIE,
C HCTIONBh30BaHNEM PecryONMKaHCKOW  CHUCTEMBl  TENEMEAMIIMHCKOTO  KOHCYJIbTUPOBAHUS
C yUaCTHEM Bpada-TpaBMAaTOJIOra-OpTONea | BpadyeH-CIeMaIMCTOB 00JIacTHOro KaOWHeTa



narosioruu remocrtaza (Pecnmybnmukanckoro lleHTpa maronoruum remoctasa) — B COOTBETCTBUHU
C YPOBHEM OKa3aHUs MEIUIIMHCKOI MOMOIIIH.

4. [Ipyka3oM pyKOBOJUTENs TJIaBHOTO YIIPABJICHUS IO 3paBOOXPAHEHHUIO O0OJACTHOIO
UCTIOJHUTENBHOTO KOoMHUTeTa, KomuTera 10 31paBOOXpaHEHHI0 MMHCKOTO TOPOJCKOTO
HCTOJHUTENbHOTO KomuTeTa U qupektopa I'Y «PHIIL] TuO»:

4.1. Ha3HAYaeTCs BPad-TPABMATOJIOT-OPTONE/, OTBETCTBEHHBIH 3a OpraHW3aIuio paboThI
¢ marmeHTaMu ¢ remocrasuonatusimu (bB);

4.2. opranuzyercs obecredeHue J0CTyIa B pECIyOJUKaHCKUI PErHCTp TeMOCTa3uoNaTHi
Bpauy-TpaBMaToJIOTy-OpTOMENAY, OTBETCTBEHHOMY 3a paboTy C MalMeHTaMu
¢ remocrazuonarusimu (bB);

4.3. onpenensitoTcsi  00SI3aHHOCTH ~ Bpaya-TpaBMAaTOJIOTa-OPTOIE[]a,  OTBETCTBEHHOI'O
3a paboTy ¢ mauueHTamu ¢ remoctasuonatusimu (bB):

OLIEHKa OPTONEANYECKOTO CTaTyca MalueHTa;

BHECEHHE  JIaHHBIX  OPTOINEANYECKOTO cTaryca ¥ IUIJAHUPYEMOTO  JICYCHHUS
B pecnyOJMKaHCKHUIA PETUCTP TeMOCTa3nONaTHH;

oIpeJieIeHue MEIUIIMHCKUX MTOKa3aHUH K OPTONEANYECKON KOPPEKIINH;

odopmIileHrEe KOHCYJIBTaTUBHOTO 3aKII0UYEHUS C PEKOMEHIAIUSIMU;

HampaBlICHWE W COTJIaCOBAaHWE  TPOBEACHHUS  XHPYPTrUYECKOro  BMEMIATEIhCTBA
Ha pecnyOJUKaHCKOM YpOBHE, MEIMIMHCKOE HaOJI0/IEHHE B MOCIICONEPAMOHHOM MEepHOJIE,
COTJIACHO JIaHHBIM pEKOMEHJANMsIM (sl Bpada-TpaBMaTOJIOra-opToneaa pPEruoHAIBHOTO
YPOBH3);

MMOCTAaHOBKA HA YYeT, TUIAHUPOBAHUE MPOBEACHUS XUPYPIHUECKOTO BMemIaTelbeTBa B 'Y
«PHIIL] TuO», mnomaya wuHpOpMAaNUK TJIABHOMY BHEIITATHOMY CICIHAINCTY PETHOHA
10 TeMATOJIOTUH, TJIABHOMY BHEIITATHOMY CIICIMATUCTY MUHUCTEpCTBA 3APaBOOXPaHEHUS
[0 T€MOCTa3HOMNAaTUsIM, BBI30B MAllMEHTa JUIS IPOBEJIEHUSI XUPYPTrHUYECKOr0 BMEIIATENIbCTBA,
MEIULIMHCKOE HAOIIOACHUE B IOCICONEPALMOHHOM TEPHO/E COIVIACHO JAHHBIM IPH BBIIHCKE
pPEKOMEHIAlUSIM (7151 Bpadya-TpaBMaToJIora-opTore a pecnyOJInKaHCKOTO YPOBHS);

MOCNIC  BBIMIOJHEHUS ~ XUPYPrUYECKOro  BMEMIATENhCTBA  MAIUEHT  TOJJICIKUT
JUCTIaHCEepU3aluu B aMOyIaTOPHO-TOTUKIMHIUYECKON OPraHU3allly [0 MECTY JKUTEIbCTBA.

[punoxenue 3

K KIIMHIYECKOMY IPOTOKOITY

«OKka3zaHue MeJUITUHCKOMN MOMOIIIN
ManreHTaM (B3pocCiioe M IETCKOE HACEIICHHE)
c Oone3nbto Bunnebpanga»

IHamsaTka
0 He00X0AMMOCTH COOTIOEHHNS OXPAHUTEIBHOIO PEKUMA /ISl IALHEHTOB ¢ BPOKICHHBIMH
(npuoOpeTeHHbIMH) HAPYLICHHUSIMH CBePTHIBAHUSI KPOBH

BpoxneHHble W MpUOOpPETEHHBIE  HAPYIICHUST  CBEPTHIBAHHS KPOBH, CBS3aHHBIC
¢ 1e(UIMTOM OIHOTO U3 (PAKTOPOB CBEPTHIBAHUS KPOBH, MPEICTABISIOT CEPHE3HYIO OMACHOCTh
BO3HUKHOBEHHUsSI KPOBOTCUCHHU. KpOBOM3NHSHWE B BEIIECTBO TOJIOBHOTO U (WMJIM) CIHHHHOTO
MO3ra, KpPOBOU3JIMAHHA B MATKHC TKAaHW MICH, HOCOBBIC KPOBOTCUCHUSA U KPOBOTCUYCHHA
CO CIIM3UCTOU pTa, KPOBOHM3IIUSHUS B TPYTHYIO M OPIONIHYIO TIOJIOCTH, IIOYEYHOE KPOBOTECUCHHE,
KpOBOU3JIUSAHUA B 06HaCTI/I CyCTaBOB MOT'YT BO3HUKATb CaMOIIPpOU3BOJIBHO WM TIOCJIC
MUHHMAaJIBHOH TPaBMBI B 3aBHCHMOCTH OT CTEIICHU TSDKECTH HApYUICHHUs CBepThiBaHus. JIroOoe
KPOBOTEYECHHE IIPEACTABIIACT YIpo3y s KU3HU. [IoaTOMY [UIs IpenynpeK1eHNs] KpPOBOTCUECHUM
MAIMEHTHI C BPOXKICHHBIMHU WJIA TPHOOPETEHHBIMU HAPYIICHUSIMH CBEPTHIBAHUS KPOBH JTOJIKHEI
coONMOaTh OXPAaHUTENbHBIA PpEXKUM, U30eraTh CUTYalMi, CBS3aHHBIX C MOBBIIICHHON
TpaBMatmu3anuei. [lanmuentam 3anpenieHsl urpsl (Pyrodos, XOKKeH, 6ackeTOos, Ookc, 6opwoa,
KaTaHWE Ha BEJIOCUIIE/Ie, KaTaHWE Ha CaHKaX CTop, KaTaHUe C HUCIOJIb30BAHUEM JIPYTHX
MOJIPYYHBIX CPENCTB, NPYTUE) W 3aHATHS CIOPTOM (KOHTaKTHBIC €IWHOOOPCTBA, aTIeTHYECKast
TMMHACTHKA, CIOPTHBHAS THIMHACTHKA, IPYTHE), CBA3aHHBIC C TIOBBIIICHHBIM PUCKOM IMOTyYCHHSI
TpaBM U BO3HUKHOBEHUS KPOBOTCUCHHUH.

[Ipunoxenue 4



K KJIMHHYECKOMY MPOTOKOITY

«Oxa3zaHne MeTUIMHCKOH TOMOIIH
marueHTaM (B3pocaoe U JeTCKOE HACETICHHUE)
¢ Oosie3npr0 BuiieOpanga»

Tabumna 1
JlaGopaTopHble H3MeHeHMs, accounupoBaHHbie ¢ BB
r][\/fil [Toxa3zaTenn Tom 1 Tom 3 Tum 2A Tun 2B | Tum 2M | Tum 2N
1 VvWF:Ag o L <3% ) ) ) H wm |
2 vWF:RCo o L <3% I L 2 2 H wm
3 [FVIIL:C H wm | <10 % H wmm L Huwm !l [Hwm ! |V wm Ll
4 [vWF:RCo/ >0,6 - <0,6 <0,6 <0,6 >0,6
vWF:Ag
5 [RIPA H wm | — { H wn T { H
6 [TpoMOOUIUTHI H H H Hwm H H
TIpumeuanus:
H — nopma, { — cHmkeHO, T — MOBBILIEHO;
vWF:Ag — antureH dakropa Buiebpanna;
vWEF:RCo — pucronernH-kopakTopHas akTHBHOCTD;
FVIII:C — npokoaryisiHTHast akTHBHOCTH (akTopa VIII;
vWF:Ag — antureH dakropa Buniebpanna;
RIPA — arperauust TpoMOOIIMTOB, HHAYLIMPOBaHHAS PHCTOLIETHHOM;
FVIII - ¢axrop VIII;
vWF:CB — koJi1areHCBsA3bIBaroIas akTHBHOCTD V;
WEF:FVIIIB — cioco6HOCTh (hakTopa Bumuebpanna ces3siBats FVIIL.
Tabmuma 2
Kaaccnpukanus u xapakrepucruka bB
Ne Tun bB Hacrora Betpeuacmocty OO0ycII0BICHHOCTh XapakTepucTuka
/1] (B mpoueHTax)
1 [Tum 1 75-80 Konmuectsennoe cumxenne vWF npuHacruunsiii nedpunmt vWE, yposeHs
COXpaHEHHOW (YHKIMH KaXKI0H FVIII HopManbHBIA WM CHUXKEHHBIN
MOJIEKYJIBI MIPONOPLIUOHATBHO CTEIEHU
cumxennst vVWF
2 (Tum 2 5-15 KauectBennsie usmenenus vWF, KauectBennbie nedextsl VWF
CBSI3aHHBIC C HAPYIICHHEM
(hopMHUpOBaHKS €T0 MOJICKYJIBI
3 RA TedekT cexperuu CHIDKEHHE KOJTMIEeCTBA
BBICOKOMOJICKYJISIPHBIX MYJIBTHMEPOB [BRICOKOMOJIEKYIIAPHBIX MyJIETHMEPOB
1 ToBbIIeHHE TpoTeosn3a VWF \vWF BcnencTBre moBbIIIEHHOMN
YyBCTBUTEIHHOCTH K IIPOTEa3e
ADAMTSI3
4 2B IToBbImeHHOE CPONCTBO MIazMeHHoro [[ToBbimenue agpduaHOCTH VWF
vWF k penienrtopy k vVWF k perienitopam GPIb TpomboruToB,
Ha MeMOpaHe TpoMbourTa n30bITOUHOE cBsi3biBaHne VWF
(rmukornporenny Ib) c TpombonTamMu
5 M Hapyuienue cBs3u miazmennoro vWFE (CHIKeHHE pUCTOLIETHH-KO()AaKTOPHON
c peuenrtopoM Kk VWF Ha MemOpane |akTuBHOCTH VWF 11pu HOpMasisHOM
rpombormra (rmkonporenHoM Ib)  |comepkanuu anturena VWF,
HOpMaJslbHast MyJIbTUMEpHas
ctpykrypa vVWF
6 2N Hapymenue cBs3u ¢akropa VIII Cramwxkenune apdunaHoctr kK FVIIL
c vVWF HOpMasibHOE conepkanue VWF
7 (Tum 3 <5 SHaunTeNbHbIN nedpunut vVWF Hawn6onee tsoxenas popma —
(<3 %) [IPaKTUUECKH II0JIHOE OTCYTCTBUE
vWF B mma3me (< 3 %), TpombornmTax
1 COCYIMCTON CTEHKE HU3Kas
aktuBHOCTH FVIII (< 10 %)







HIkana oueHKH TAKECTH reMOpPPaAru4ecKoro CHHApoOMa

Tabnuna 3

Ne Bass!!
i Knnangeckue nposBieHus = 0 1 5 3 4
1 |[HocoBble KpoBOTEUEHUS He Obu10 Mnt > 5 3MM3010B B roj BpaueOHasi KOHCYJIbTaIIHs Tamnonana, Ui Tpancdy3us KpoBH, e
<5 3MM3010B B roj T JTUTEIBHOCTBIO MPYKUTAHKE, HITH KOMIIOHCHTOB HITH
> 10 MUHYT MCIIOJIb30BaHUC 3aMeCTHTENIbHAS Tepanus,
MHrHOMTOPOB (pUOPUHOIIM3A> [UITH JIECMOTIPECCHH
2 (Cunsxun He 6but0 M > 1 cM U CIIOHTaHHbIE BpauyeOHast KOHCYJIbTaLUs
<lcm
3 |KpoBoTedeHus U3 HEOOIBITIX He Obu10 MH > 5 3MM3010B B roj BpaueOHasi KOHCYJIbTaIIHs Xupypruueckuit remoctas  |[TpaHcdy3ust KpOBH, €€
paH < 5 SIHM30/0B B TOX WA JITATEIHHOCTHIO WM FICTIONTE30BaHHE KOMIIOHEHTOB HIJIN
> 5 MUHYT MHTHOUTOPOB GUOPUHONN3A [3aMECTUTEIIbHAS TEPAITHS,
W IECMOIIPECCHH
4 KpoBoTeueHHS U3 CIM3UCTOM He 65110 be1m, X0Tst ObI 1 STIH30.1 BpaueOHast kKoHCYNbTalsl  [XuUpypruueckuii reMoctasz  [Ipancdysus KpoBH, ee
[TOJIOCTH pTa B TOX KOMIIOHEHTOB HJIH
3aMeCTHTENNbHAS Tepanus,
W IECMOIIPECCHH
5 [PKenynodHo-KuIlIeYHBIE He 0Ob110 boL1H, CB3aHHBIE C A3BEHHOM [bbUIH, CHOHTAHHBIE XUpypruueckuii reMocTas,
KPOBOTEUYEHHSI 00JIC3HBI0, TIOPTAIBHOM MCIIOJIb30BaHUE
CUIEPTEH3UEH, MHrUOUTOPOB (GPMOPUHOIH3A,
AHTHOTUCILIA3UEH TpaHC(y3Hst SPUTPOIIUTOB,
BaMeCTHTEIbHAS TepaIHs
MM IECMOTIPECCUH
6 |KpoBoredenus npu ynanenuu |He Obu1o He npoBoauiack BBUTH KPOBOTCUCHUS B BBUTH KPOBOTCUCHUS B HanosxeHue IBOB WIn Tpaucdy3us KpoBH, e
ByOoB KPOBOTEUEHHH IMOCIIEe PKCTPAKITUS W < 1/4 BBITIOTHEHHBIX > 1/4 BBITIOTHEHHBIX TaMITOHaJ1a TIo TPeOOBAHUIO |[KOMITOHEHTOB,
He < 2 ynajneHui OTCyTCTBUE PKCTpaKInii, HE TPeOOBATM  PKCTPAKINi, BMEIIATEIECTB 3aMeCTHTEbHAS Teparnus
KPOBOTECUEHHS TIOCTIE  [BMEUIATEIHCTB HEe TpeOoBaIN WA TeCMOTIPECCHH
1 ynaneHus
7 |KpoBoTeueHus rnpu He 65110 He npoBoammmch b KpOBOTEUEHHS B b KpOBOTEUEHUS B Xupyprudeckuii reMmocta3z  [I'pancdysust KpoBH, e
XUPYPTHIESCKUX KpOBOTEUEHHH MOCIIEe [BMEIIATENIbCTBA WIK (< 1/4 BBITIOJTHEHHBIX > 1/4 BBITIOTHEHHBIX WJTH UCTIOJIb30BaHNE KOMITOHEHTOB,
BMEIIaTEIIECTBAX He < 2 BMEIIATEIbCTB (OTCYTCTBHUE XHUPYPTUIECKUX MPOLENyp, [XHUPYPTUUECKUX MPOIENyp, [MAHTHOMTOPOB HUOPMHOIM3A [3aMECTHTENbHAS Teparus
KPOBOTCUCHHIA TIOCJIE  [BMEIIATEILCTB HE TPEOOBAIM [BMELIATEIBCTB HE TPeOOBATIH MU IECMOTIPECCUH
1 BMeIIaTenbpCTBa
8 |MeHcTpyasibHBIC MenuiHcKas TOMOIIb BpaueOHast KOHCYJbTallMs > 2 SMU30/I0B B TOJ KomOuHUpOBaHHOE JeucHHE [ ocnuTann3amnus
KPOBOTCUCHHS He TpeboBaach MM CMEHA MPOKJIAJ0K Yallle |[BPEMEHHOM C IpUMEHEHUEM 11 DKCTPEHHOE JICUCHUE

1 pa3a B 2 yaca unu
0OpazoBaHUE CTyCTKOB WU
[IpoTeKaHue

HETPYIOCIIOCOOHOCTH HITH
MCII0JIb30BaHNE MHIMOUTOPOB
(bubpunonusa,
FOPMOHAJILHOTO JICYCHUSI UK

JIC, comeprkaniux xeye3o

MHrHONTOPOB (hrOpHUHOIN3a
M TOPMOHAJILHOTO JICYCHUS,
VT TIOSIBJICHUC

KpPOBOTEYEHUI C MOMEHTA
Hadaga MECHapXe

WJIn HE0OXOJUMOCTh

B TpaHCc(y3HUU KPOBH, €€
KOMITOHCHTOB,
3aMeCTUTENbHAs Teparnus,

[IeCMOIIPECCHH, KIOPETaXK,




1 JJIUTCIbHOCTBIO

a6J'I$IIII/IH OHAOMETpPUA,

12 mecsieB TUCTEPIKTOMUS
9 [[MocneponoBsie kpoBoTeueHus [He Obu10 He 6but0 poioB wiin [BpaueOnast koHcynpTanust  [Mcnons3oBanue JIC, Tpancdysus kpoBH, ee Troboe aKcTpeHHOE MITH
KPOBOTEUEHHH 1OCiIe [HE ObLIO KPOBOTECYECHUS [MITH UCTIOJIb30BAHHE collepKalUX XKeIe30, WM [KOMIIOHEHTOB, OIepaTuBHOE
He <2 pooB mocne 1 pogos OKCHTOIIMHA WU JIOXUOMETPA [MHTUOUTOPOB (PUOPHUHOIIM3a [3aMECTUTCIbHAS TCPallks  |[BMEIIATEIECTBO
B TeueHHE > 6 Hefemb MJTH IECMOTIPECCHUH, UITH (TUCTEePIKTOMHS,
HEO0X0IUMOCTh lernpoBaHUe BHYTPEHHEH
MCCIICTOBaHUS [TOIB3IOLTHOM apTepuH,
Mo aHecTe3uel u (V) PMOOTH3AIUS MATOYHON
MCIIOTb30BaHUS apTepuy, HaJOXKECHUE
BHYTPUMATOYHOTO OaJIOHA [MATOYHBIX
M (MJIM) TAMIOHA/Ibl MATKH _ |(pUKCHPYIOMINX IIBOB)
10 [[ToakoxkHbIE Hukorna He ObLIO bbLM 1ociie TpaBM, JiedueHus: |bbUIM CIOHTaHHbBIE IbbLIM CIIOHTaHHBIE WITN bbLM ClIOHTaHHBIE WU
M BHYTPUMBIIICYHBIC He TpeOoBal reMaTOMBI, JICUEHUS He [ocJie TPAaBM, [OCIE TPABM,
KpOBOM3JIUSHUS TpeboBanu noTpedoBaBIINe notpeboBaBIINe
MPUMEHEHUs 1eCMOIIPECCUHA XUPYPTUUIECKOTO
MM 3aMECTUTEILHON BMEIIIATEIILCTBA WU
[Tepanuu rpanchy3un
11 [KpoBoTeueHus B CycTaBbl Hukorna He ObLIO BbuTH TIOCITE TpaBM, JICUCHHS |BBUIM CIIOHTAHHBIC, JICYCHUs |BBUIH CIIOHTAHHBIC WU BbUTM CTIOHTAHHBIC HITH
HEe TpeOoBaIn HEe TpeOoBaIn MOCJIe TPABM, [TOCJIC TPaBM,
moTpeOoBaBITHE MOTpeOOBaBIINE
MPUMEHEHHUS ISCMOIIPECCHHA [TPOBEACHUS
WITA 3aMECTUTENbHAS XUPYPTAIECKOTO
Tepamms BMEIIIATEIIECTBA WITH
TpaHcy3un
12 [KpoBouzmusiHUS Hukornaa He 06110 CyOnmypanbHas TeMaTomMa,  [BHyTpuMo3roBast
B LIEHTPAJIBLHYIO HEPBHYIO noTpeOoBaBIas Jr00ro remMaTroMma,
cucremy BMEIIATENILCTBA noTpeboBaBLIast JII0OOTO
BMEIIIATEIILCTBA

! BayutbHas OLIEHKA TSHKECTH TEMOPPArHYECKOTO CHHAPOMA SBISIETCS PE3YIIBTATOM CyMMHUPOBAHKS OAJIOB CAMBIX TSDKEIBIX SMH300B KPOBOTOUMBOCTH T10 KAKIOH CTPOKE.
Jnsa nuaraoctuxu BB cymma 6ammos > 4 umeet gyBcTBUTENBHOCTH 100 %, cienuduanocts — 87 %.
2 AMHHOKanpoOHOBAask KACJIOTa, TPAHEKCAMOBast KHCIIOTA.




Tabnuna 4

3amecTurtesbHas npopuiakTuyeckas tepanus npu bB

Ne Joxanusaumi Tun | Jo3a FVIII+vWE/FVIII, Hauano MeauinmacKon
/1 PCLHAMBHPYIOIEro BB ME/kr maccsl Tena Pexum npoduIaKTUKH
KPOBOTCUCHHS
1 [FemapTpo3s 3 10-50 1-3 pasa B Hegemo [[Tociie mepBoro
KPOBOTCUCHHS

2 [DKemymouHO-KHUIIIETHBIE 2 20-40 2—4 pasa B Hegemo [[Tocie 2-3
KPOBOTCUCHHS KPOBOTCUCHHI

3 |HocoBble KpOBOTEUCHHE 3 20-50 1-3 pasa B Hegemo [[Tocie 3—4
M (WITH) KpOBOTECUCHUS KPOBOTEUEHHH B TOJT
W3 CITU3UCTOM MOJIOCTH PTa, (0OBIYHO JIETH)
BEIyIINE K aHEMHU3AIUHI

Tabmuma 5
3aMecTHTEJIbLHAS reMocTaTHUYecKas Tepanud MMpu pa3sjindHbIX BUAAX KPOBOTCUYCHUA

Ne MeaunuHcKue moKa3aHus Hosa VIIHvWE Pexxum BBeneHUS Henn

n/m niau FVIII, ME/kr

1 lerkue KpoBOTEUEHUS 20 OOBIYHO 0IHOKpaTHO [OCTaHOBKA
13 CIIM3UCTHIX (HOCOBBIC, KPOBOTCUCHHS,
ITeCHEeBBIC) FVIIL:C n

vWF:RCo > 50 %

2 |CrioHTaHHBIE WA 2040 OO6brgHO OTHOKpaTHO [OCTaHOBKA
[MOCTTPaBMAaTUYECKUE YMEPEHHbIE kpoBoteueHus, FVIIL:C u
KPOBOTCUECHWUS, KPOBOMITHSHHS vWEF:RCo > 50 %

B MATKHE TKaHH, TeMapTpo3

3 [Dxctpakms 3y0oB 30-50 OIHOKpPATHO FVIIL:C u

vWEF:RCo > 50 %

4 Menopparus OoJbIie 7 CyTOK HITH 20-50 Kaxxapie 24 yaca OcTaHOBKa
[PUBOISAIIAS K AaHEMUA3ALUU B TeueHHE 2—6 THEW |[KPOBOTCUCHHUS,

MeHOpparui FVIIL:C u
vWEF:RCo > 50 %

5 PKemyno4yHo-Kule4HOE 40-50 onHOKpaTHO; B teuenue 5-7 cytok |OcTaHOBKa
KpPOBOTECUYCHUE noanepxuBatomas noza 40 ME/kr 1 pa3 KpPOBOTEUYEHHUS,

20-40 2 pa3a B CyTKH B CYTKHU FVIIL:C > 80 % u
10 TIOJTHO# OCTaHOBKHU vWEF:RCo > 50 %
KPOBOTCUCHHS
6 KpoBousnusiHEE B TOJOBHOM 50 0THOKPATHO; B teuenue 15 cytok  |[OcTaHOBKa
1 (MJTH) CITMHHOM MO3T moanepkuBaromas go3a o 40—50 ME/kr 1-2 [kpoBoTedeHwsI,
25-30 xaxple 8 4acOB  [pa3a B CYTKH FVIII:C 80-100 % u
10 TIOJTHO¥ OCTaHOBKHU vWEF:RCo > 50 %
KPOBOTCUCHHS
Tabmuma 6
3aMecTHTeIbHAS TeMocTaTHYecKas Tepanus IMPH XHPYPrudeCKUX BMEIIATEIbCTBAX

Ne MenuimHckue Hoza VIII+vWF PeskiM BECICHIS e

/1t TOKa3aHus unu FVIII, ME/xr

1 |bonbioe Hacsimaromast no3a: B Teuenue 2—4 cyTok, 3aTeEM Ilepen xupyprudeckum
XUPYpPrHYCCKOE OJTHOKpATHO 3a | Jac 2 pa3a B CyTKH JIO CHSITHS IIBOB |[BMCIIATEIHCTBOM
BMEIIATEIIECTBO 10 XHUPYPTUYECKOTO W 32)KUBJICHUS PaHbBI 1 uepe3 36 yacoB nociue

BMmematenbeTBa 5060,

moIepKUBaroas go3a; 25—

30 2 pa3a B CyTKH

HETO
FVIIL:C u

vWEF:RCo mo 100 %,

B TeueHue 6—10 gHei —
FVIIL:C u vWF:RCo

> 50 %




Maitoe
XUPYpPruyecKoe
BMeEIIATEIHLCTBO

Hacwimaroimast 103a:
0JTHOKPATHO Mepe] Ha4aioM
XUPYPrHICCKOTO
BMmemarenbseTBa 30-50,
nojaepkuBaromas go3a: 15—
25 2 pa3a B CyTKH

B teuenue 1-2 cyTok mocine
XUPYPTrUYeCKOro BMEIIATEIbCTBA,
3aTeM 2 pa3a B CyTKH JI0 CHSITHSA
[IIBOB 1 3a>KHUBJICHUS PaHBI.

B TeueHune cyTok mocie
mFoMOaTbHOM ITyHKIIAN FUTH
YAaJCHUS SIUAYPaTHHOTO
KaTeTepa JJIsl HeHpOoaKCHUaJIbHOU
aHeCTe3NH

[epen Xxupypruueckum
BMEILIATEIECTBOM

1 uepe3 36 yacoB nociue
HEro

FVIII:C u vWF:RCo

> 80 %,

B TeueHmne 7—10 mueit
FVIIL:C > 50 %

[Tepemom TpyOUaTHIX
KOCTEH, KOCTEH Ta3a
1M HEOOX0TUMOCTh
OCTaHOBKH
KPOBOTCUCHHS,
[YTPOXKAFOIIETO
PKU3HU

IHacelmaromas no3a:
OAHOKpATHO 3a 1 yac

10 XHUPYPTUYECKOTO
BMeratenbscTBa S0-60,
nojaepKuBaromas go3a: 25—
40 2 pa3a B cyTKH

B teuenue 1-2 cyTok mocie
XHPYPrHYeCKOT0 BMEIIATE/ILCTBA,
3aTeM 2 pas3a B CYyTKH JIO CHATHS
[IIBOB ¥ 32)KUBJICHUS PaHBI

Ilepen xupypruueckum
BMEIIIATEIECTBOM

1 uepe3 36 yacoB nociue
HETO

FVII:C u

vWEF:RCo mo 100 %,

B Teuenue 5—10 qHeit
FVIIL:C u vWF:RCo
>80 %




