MIHICTOPCTBA MMHHCTEPCTBO

AXOBBEI 3TAPOVA 3/IPABOOXPAHEHU S
POCIIYBJIIKI BEJIAPYCH PECIIVBJINMKU BEJIAPYChH
IIACTAHOBA ITOCTAHOBJIIEHHE
I » GLpeadt 20'_{_7%. Ne S0
r. Minck r. MuHck
06 YTBEPXKIACHUU KJIMHHYECKOTO

nporokosna «JluarHoctuka, JedeHHE H
npo¢uiakTUKa NalUeHTOB C reMouiue
A u remodunmueit B» u npusHaHUH
YTPaTHBILIAMH CHILy HEKOTOPHIX IPHKa30B

Ha ocnoBanuu IlonoxxeHus o MuHucTepcTBE 3ApaBOOXpPaHEHHUS
Peciy6nuku Benapycsh, yTBepxkaeHHoro nocranoninesueM Coera MHHHCTPOB
Pecriybnuku benapyce ot 28 oktsbps 2011 r. Ne 1446 «O HeKoTOphIX
Bonpocax MuHHCTepCcTBa 31paBOOXPAaHEHUSI U Mepax IO peaju3aluH YKasa
IIpesunenta Pecny6nukum bBenapyce ot 11 asrycra 2011r. Ne360»,
MunuctepcTBo 31paBooxpaHenus Pecybnuku benapycs [IOCTAHOBJISIET:

1. VYTBepauth KIMHMYECKHHA NpOTOKON «JlMarHoctuka, JedeHHE U
npo¢UITaKTHKA NTaUeHTOB ¢ reModunuelt A u remodunuei By.

2. CyuTarh yTpaTUBLIMMU CUILY:

npuka3 MunuctepcTBa 3apaBooxpaHenus Pecnyonnku benapyce ot 30
urong 2009 r. Ne 756 «OO0 yTBepKACHHMH KIMHMYECKUX IPOTOKOJIOB
JVarHOCTUKH U JIeueHUs manueHToB ¢ remodunueit u llopsake nepesona aere
IEPBBIX JIET XKHU3HH ¢ TeMouinell Ha NpoPUIAKTUYECKOE JICYEHHEN;

npuka3 MunucrepctBa 3apaBooxpaHenusi Pecny6nuku Benapyck ot 4
nexabps 2013 r. Ne 1232 «O6 ytBepxaenuu VHCTpyKUMH O Ha3HAYeHUH U
NPOBEJCHUN BTOPUYHOH MPOGWIAKTUKY T[eMOPParHueCKUX MpOSBICHUH Y
aeteit ¢ remoduineit A u By. Co ,

3. Hacrosimee NOCTaHOBIEHHE BCTYNAeT B CHy 4Yepe3 NATHAALATH
pabounx qHEi nocnie ero NoANUCaHusl.

MuHucTp %W B.A Manauiko

Jax. 2447



YTBEPXJIEHO
ITocTtaHOBIIEHUE
MuHKICTEpCTBa 3IpaBOOXPAHEHHUS

Pecriybnuku benapyce
: ~/¥ canpendt 2017 Ne 32

KIIMHHUYECKUWUU ITPOTOKOJI
«JluarHocruka, iedeHrne U IpoQHIaKTHKA
NalKueHTOoB ¢ reModmwineit A u remodumeii By

I'JIABA 1
OBHIME ITOJIOXKEHWA

1. Hacrosmuif KIMHMYECKHH IPOTOKOJ YCTAaHABIMBaeT oOOMIHe
TpeboBaHUs K 00beMaM MEIMIMHCKOW ITOMOIIH, OKa3biBaéMOH C 1LeJbio
JUarHOCTHKH M JIEYEHHs] B3POCIOr0 U JETCKOro HacejeHus PecnyOnuku
benapycr (masiee, ecnu He yka3aHO WHOe, — MAllMEHTHI) ¢ reModuuueit A u
remodpuinueit B (udp mo MexayHapoaHol cTaTHCTHUYECKOH KiacCHpHUKaLMK
Oone3Hel u mpobnieM, CBA3aHHBIX CO 3[JOPOBbEM, AECATOrO IepecMoTpa (Aanee
— MKB-10) — HacneacTBeHHbIH JepuuuUT (BpoxaeHHas remodunus A) ¢pakropa
VIII (D66); nacnencrBeHnblid aedpuuut (BpoxaeHHas remodunms B) dakropa
IX, (mudp no MKB-10 —-D67)).

2. TpeOoBaHWS HACTOALIETO KIMHUYECKOTO MPOTOKOJA SBIISAIOTCA
o0s3aTeNbHBIMM AN IOpUAWYECKWX  JIUI W WHAUMBUAYAIBHBIX
IpeanpUHAMATeNel], OCYIIECTBISIOINX MEJUNUHCKYI0 JAeSTeNbHOCTh B
OpsJKE, YCTAHOBIEHHOM 3aKOHOAATENLCTBOM Pecy6iuku Benapyce.

3. Jnsa neneil HacTOSINET0 KIMHUYECKOTO IPOTOKOJA HCIOJB3YIOTCS
TEPMHUHBI M UX ONpeAeleHHs B 3HAYCHUSAX, YCTAHOBJIEHHBIX 3aKOHOM
Peciy6nmuku benapyce or 18 wuroHs 1993 roma «O 31paBOOXpaHEHHH
(Bemamacui Bspxoynara Casera Pacny6niki Benapyce, 1993 r., Ne 24, ct. 290,
HauuoHanbHbIH peecTp mpaBoBHIX akToB Pecyonuku benapycs, 2008 r., Ne 159,
2/1460), a Takxe CleaAyIoe TEPMUHBL:

reMopwiuss A — HacneJICTBEHHas TreMoppardyeckas KoaryJonaTws,
00yCIIOBJIEHHAs FeHETHYECKH AeTepMUHHPOBAaHHBIM AeduiutoM dakrtopa VIII
cBepThIBaHUs kKpoBH (Haniee — ¢ VIII);

remoumuss B — HacnenCTBEHHass reMoppardyeckas KoOarysoIarus,
00yCIIOBJICHHAs! T€HETHYECKH AECTEPMHUHUPOBAHHBIM JeduuutoM Qakropa IX
CBepTHIBaHHs KpoBH (fanee — pIX);

BBEJICHHE I'eMOCTATHYECKUX JIEKAPCTBEHHBIX CPEJCTB MO TPEOOBAHUIO —
BUJI JICUEHMS, IPH KOTOPOM BBeJieHHe KOHIIEHTPAaTOB (haKTOPOB CBEPTHIBAHMS
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kpoBu (zanee — KOCK) VIII wiu IX ocymecTBnsior 1o pakty BOSHUKHOBEHHUS
KPOBOTEUEHM C LIEJIbIO F€EMOCTa3a;

IpoGHUIaKTHYECKOE BBEAEHNE IeMOCTaTHUYECKUX JIEKAPCTBEHHBIX CPEJICTB
— BHUJ JIEUEHHMs, IIpd KOTOPOM mpoBomasT peryisipHoe BBeaeHne KPCK st
noaepxanus ypous ¢VII (IX) B mnasme kpoBH mauueHta He MeHee 2,1%
(0,021 ME/mMn), onipeiesieHHOTO NIEpes OYEPEIHBIM BBEICHUEM,;

K®CK — nekapcTBEHHOE CpEJCTBO, COAECPIKaLlee B KOHIEHTPHPOBAHHOM
BHJE ONMH HIIM HECKOJIBKO (aKTOpOB CBEpTHIBaHHS KpoBH, Hampumep G VIII
(X

IJ€Hb BBEICHHSA — KaJICHIApHBI [OE€Hb, Ha TMPOTSHKEHHH KOTOPOro
NaluenTy BBoauIH 1, 2, 3 wiu Gonbiuee yucio pas KOCK B Teyenune 24 4acos;

NMMYHHBI# HHTHOUTOpP — aHTUTeNa K (aKropaM CBEPTHIBAHHs KPOBH,
KOTOpEIE MOIYT MOSBJIATHCS y TAlKEHTOB C reModuinmed. OTH aHTUTeNa
BEIpaGaTEIBAIOTCA HMMYHHOM CHCTEMOM caMoro manueHTa M OJIOKMpPYIOT
QYHKIHOHAIBHYIO aKTUBHOCTH COOCTBEHHBIX ()aKTOPOB CBEPTHIBAHHUS NALIUEHTA,
wim BBoguMBIX B coctaBe K®OCK; MOryT NOSBIATECA y MAIUCHTOB C
remopunmeit A wmm B, a Takke Yy MalWEHTOB, HE CTpaJarOLIHX
HacCJIeICTBEHHBIMH KOaryJIONaTHsAMH;

omHa enuHuna beresna — BE/Mn (Bethesda Unit, unu BU/ml - B
AHTJIOA3BIYHON TPAHCKPMIIIIUK) OINpefesieT ypOoBeHb MHTHOMTOpA B IUIa3Me
KpOBM IallMEHTa, KOTOPBIA NpUBOAUT K 50% cHIKeHHIO akTHBHOCTH (VIII
(umu $IX) B cMecH paBHEIX OOBEMOB IUIA3MBI JJOHOpPA M TMalMEHTa IMOCe 2
4yacoB MHKYOawwu rpu temmneparype 37° C;

HepBUYHAs MPOGUIAKTHKA — 3TO PETYJISAPHO IIPOIOJDKAIOIIeecs JICUCHHUE,
KOTOpOE Ha4yHHAIOT Yy JeTeil B Bo3pacre 1-2 JjeT, paHee HE HMEBIIHX
KPOBOM3JIUAHMA B CyCTaBbl MM IIOCI€ IIEPBOr0  BHYTPUCYCTaBHOI'O
KpoBou3nusHUS. [lepBuuHas NpOQHUIAKTHKA IIO3BOJISIET TNPEXyNpPEAHTD
KPOBOTE€YEHHS (BHYTPHCYCTaBHBIC, MBIIIEYHElE M JpYrHe) pasid4HOH
JIOKaJIH3alUy;

BTOpHYHAs IpOoQUIaKTHKa — PETYJSApHO INPOAOJDKAIOIIEeCs JCYCHUE Y
MalMeHTOB B BO3pacTe crapiine 2 JieT mocie 2-X M 0oliee BHYTPHCYCTaBHBIX
KPOBOM3NIUSHAM JUIs MOJJEPXKaHUs YpOBHA «IeUIMTHOrO»  (akropa
cBepteiBadus kposH VIII (IX) B iasme kposu He Meree 2,1% (0,021 ME/m).

BropuuHas npoduiakTHka II03BOJISET H30€XKaTh IIPOrpecCHpOBAHHS
reMoGHUIMYECKOH apTPONaTHX ¥ UHBAIMIU3AIMH IIAIlIUEeHTa.

Pa3yuyaloT BTOPHYHYIO JOJTOBPEMEHHYI0O H  KpPaTKOBPEMEHHYIO
npoduIakTiKy. JlonroBpeMeHHas (MIuTeNbHas) BTOPUYHAA NPOdHIaKTHKA —
3TO PETYJISPHO IMPOBOAUMOE JICUEHHE, KOTOPOES Ha3HAYalOT NALIUCHTaM CTaple
2 JIeT JKM3HH TIocle Oojiee uYeM 2 BHYTPHCYCTaBHBIX KPOBOU3JIHSHHUM.
KparkoBpeMeHHass BTOpHYHAas NPOQUIAKTMKA — 3TO  TEPHOAUYECKH
IPOBOJMMOE JIeueHHe IPH HATMYHH CIEAYIOIUX TOKa3aHHH!



yXyOIIEHHe Ka4yecTBa JKWU3HM IAllMEHTa BCJIEACTBHE  TSDKEJBIX
MOBTOPSAIOLINXCS] KPOBOTEUECHHH;

NOpaX€HHE CYCTaBOB B BHAE IPOIPECCHpYIOLIEH apTpomaTHd ¢
MBIIIIEYHOM aTpoduedl W orpaHnveHHEM oO0beMa ABM)KEHHH B IOPaKEHHBIX
CyCTaBax;

HEOOXO0JUMOCTh BBIMIOJIHEHHS TJIaHOBOTO XUPYPrudeckoro
BMeIIaTeJIbCTBA, BKJIIOYAs paHHHUI NOCIIEONEepalliOHHBIN IIEPHUOT;

naleHTaM, ¢ KpOBOTEUECHUSIMH, ONTACHBIMU JIS1 )KM3HH;

HarieHTaM B eproJ peabunuTaluH.

IIpodunaktuka HHrHOUTOPHOH GOpMBI reMoGUINU y AETEH MEPBHIX JIET
*KU3HH — (QOPMHUPOBAHME UMMYHOJIOTHYECKOH TONEPAHTHOCTH (TIEPEHOCHMOCTH)
Kk K®CK pna npenorBpamieHusi o0pa3oBaHHsS aHTHTE), HEWTPAIHM3YIOMIUX
KOAryJISAIMOHHBI  3¢p¢eKkT  BBOAMMOIO  C  3aMECTHTENILHOM  HIH
NpodHIAKTHYECKON Ienbio (akropa cBepThiBaHHS KpoBH. IIpodunakTuky
UHTHOUTOPHOHN (HOpMBI reMOWINHE WIH TO3TalHYI0 «TPEHHPOBKY» MMMYHHOH
CHCTEMEI K BOCIIPMATHIO YyXEPOIHOro Oejika B KauecTBE COOCTBEHHOIo (akropa
CBEPTHIBaHHS OCYIIECTBJISAIOT y AeTed MEpBBIX JIET KH3HU IYTEM IJIHTELHOrO
(ue Menee 50 Hemens) BBemeHus Manbix go3 (25 — 30 ME/kr) KOCK c
KpaTHOCTHIO 1 pa3 B HeAEeIo.

OnuaeMHoIOrus HHrHOUTOpHOI dhopmbl remopunuu A u B.

ITo mannbiM Bcemuphoit ®enepanuu ['emodunum yacTroTa MOSABICHHS
HMMYHHOT'O HMHTHOWTOpa (akropa cBepThiBaHWs KpoBU VIII y mamueHTOB C
TsoKENoM GopMoii BpokAeHHOM reModuiuu A coctaBisier ot 15 g0 30%. Y
NAlMEHTOB CO CpPEIHETSDKENONH M Jierkoit ¢opmMamu reModuiauM A 4acToTa
TNOSIBJIEHHS MMMYHHOro HHruburtopa cocraBnser 5-8%. Cpenauss dacrora
NOSABJICHHS HMMYHHOrO HHruoutopa ¢axkropa cBepTsiBaHus KpoBd IX y
HanMeHToB ¢ reModureir B cocrasmset 3 - 5% oT ob1ero yucia naiueHToB,
CTpPaJaloIMX BpOXKAEeHHOH remodunueid B. Yame MHruOMTOpP BO3HHMKAET Y
HNALMEHTOB C TOKENIOM Qopmoil 3aboneBanus B nepBele 50  aHei
3aMECTHUTENbHOMU Tepanuu.

dakTopsl pHCKa MOsBICHUS IMMYHHBIX HHrHOUTOpOB G VIIL.

[osiBnenue anTuten K O VIII y manueHToB ¢ BpoxxIeHHOH reModuinen A
ABJISIETCS  pe3yJbTaTOM  B3aUMOJECHCTBHS  MEXAY  MHOIOYHCICHHBIMH
TeHETHYECKHMMH M CPeAOBBIMU (haKTOpaMHU: MHTEHCHUBHOCTD JIEYCHHUS; BO3pacT
HalMeHTa, B KOTOpPOM HauaTa 3aMECTHTENbHAas Tepanus KOHLIEHTPaToOM
(GaKTOpOB CBEPTHIBAHHS KPOBH HIH pPEKOMOMHAHTHBIMH JIEKAPCTBCHHBIMH
cpeacteamu ¢aktopa VIII; Hamuuume BocnanuTensHOro npomecca. IlosBieHuo
MHIHOHTOPOB CIIOCOOCTBYIOT CleIyIOLIUe reHeTHIecKhe (PaKTOphl: CeMeHHBIH
MHTHOMTOPHEIM  aHamue3; reHotun ¢akrtopa VIII; HLA  reHotum;
MMMYHODETYJIATOPHEIM  reHoTun, Bkmodas HLA. Puck mnosBieHHS
UHTHOUTOPOB 3aBHCUT OT THUIA MyTalliM [E€Ha, OTBETCTBEHHOIO 3a CHHTE3
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dakropa VIII. ITo nanusiM Beemuprolt @enepanuu I'eModuimui K BEICOKOMY
PUCKY TMOSBJIEHHS HHIHOMTOPOB NPEAPACIOaraloT MyTallHH, BKIIOYaolue
GoJIbILINE MyJIBTHAOMEHHEIE Aeieund (PUCK MosABNeHUs uHruburopa go 70 -
75%), Oejenud OfHOro noMeHa (PUCK MosiBlIeHHs HHrubutopa no 40%),
HOHCEHC MyTanus jerkoi uenu (30%), MyTanuu, BKIIOYAIOMKE CTON-KOJOH.
CpeXHuii PHCK NOSBIICHHsS HHIMOUTOPOB CBS3EIBAIOT C MHBEPCHEH HHTPOHA 22
W mHTpoHa 1 (pHCK TosBieHHs uHrHOuTOpa mo 20 - 25%), Mamas He-A
uHcepuus/nenenns (20%), HOHCEHC MyTallMsl TsDKETIOH LeNH (15%). Huskui
PUCK BO3HMKHOBEHHsS MHIHOMTOPOB CBSA3HIBAIOT C TaKMMH MyTalUsAMH, Kak
MHCIIeHC MyTanus (puck menee 10%), Manas Jenenus/HHCepLus (PUCK MEHee
5%).

ITosiBneHue MHTHOUTOPOB CBSI3BIBAIOT c HOJIMMOP(HHU3IMOM
uMMyHoreHeTHdeckux (akropo. Ilo manHEIM BcemupHOH denepauuu
Temodunun mia nomamopdusma IL-10 oTHONIEHHE MIAHCOB (Hanee — OIll) u
+95% noBepuTebHEIN HHTepBat (nanee — JIM) coctapistoT 5,4 (2,1-13,7), ansa
nomumoppusma  TNF O u +95% cocrasumn 4,0 (1,4-11,5), nna
nonumopdusma CTLA4 OLI u JU passs 0,3 (1,0-0,8).

DaKTOpHI PUCKa HOABIEHAS KMMYHHBIX MHTHOUTOPOB (hakropa I1X.

DaKTOpPaMH PHCKA MOSIBICHHS MMMYHHOrO MHIHOWUTOpA HMCCIEN0BATENH
CUHTAIOT TeHOTHII, *MMYHODETYJISTOPHBIi cTatyc, Bkmodas HLA.

['JIABA 2
JIABOPATOPHAS JUATHOCTUKA 1 MOHHUTOPHHI"
T'EMO®UIIM A U B

4. JIHarHOCTUYECKUMHU KPUTEPUIMH TeMOQUITHH SIBIISIOTCA:

CHIKEHHE COAEp)KaHWs B KpOBM MAI[MEHTa MYXCKOro Ioja ¢ VII
(remodumus A) win GIX (remodumus B) mwke 40%, koTopoe Habmoaaercs ¢
JETCKOTO BO3PacTa;

OTCYTCTBHE NpHW3HaKoB GosnesHu Buuiebpanga u nproOpEeTEHHOrO
uMMyHHOro uarudutopa ¢ VIII win GIX.

4.1. B 3aBUCHMOCTH OT BBIPAXEHHOCTH JebuiuTa Gpaktopa CBEpTHIBAHAA
KpOBH M TeMOppardyecKMX IIpOSBIIEHMH BBIJEJAIOT ~CTENCHH THKECTH
reMopuiInu:

TSDKENast — aKTHBHOCTH B kposH narmenta G VIII (remodumus A) mim ¢IX
(remotunus B) menee 1%

CpeZHsA — aKTHBHOCTH B kpoBH nauuenta G VIII (remoduius A) wma ¢IX
(remodunus B) ot 1 1o 5%);

Jlerkasi — akTUBHOCTH B kposH namuenta ¢VIII (remodunus A) uiu ¢IX
(remo¢unus B) 5% u bonee.
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4.2. AKTMBHOCTH (haKTOPOB CBEpTHIBAHHMS B KpPOBH H3MEPAIOT B
MeXIYHapomHEIX (manee — ME) emMHHMIAX aKTHBHOCTH. 3a OJHY ME
axtuBHocTH (axtopa VIII (IX) ycnosHo mpuHsta 100% akTHBHOCTB akTopa
VIII (IX) B 1 M HOpMaiibHOM mtasMbl (ITyn) (cTaGUIM3UPOBAHHOH LMTPAaTOM
HaTpHs B COOTHOIIEHMH 9:1).

5. Jlna npoBegeHus (DaKTOPHOTO aHAlM3a MCIONB3YIOT MOJIEIBHYIO
CHCTEMY, B COCTaB KOTOpPOH BXOJAT: HCCleAyeMas IjiasMma, CoAepialias
MCKOMBIH (haKTOp; MIia3Ma, He CoAepXKallias HCKOMBIH (aKkTop (medunuTHAs MO
rccaenyeMoMy (akTopy); aKTHBATOp CBEPTHIBAaHWS KPOBM M PErucTparop
BpeMeHH 00pa30BaHus CIyCTKa WIH 3aBEpIIeHUs PEaKIHH.

5.1. Jlix ompenenenus comepxanus OVIII u ¢IX wucnons3yor
KJIOTTHHIOBBIH METOJ WK (OYHKIHOHAIBHBIA — C IPUMEHEHHEM XPOMOTCHHBIX
cyberparo. OmpejesleHue OpOLEHTa aAKTHBHOCTH — HCKOMOTO daktopa
OCYILECTBIAIOT € MOMOIIBI0 KaIuOpoBOYHOro rpaduxa. Kanu6GpoBo4HbIi
rpaduK, OCTPOSHHBIA 1 COBMEILEHHEIA B OJHOH KOOpAWUHATHOM CHCTEME IS
pedepeHTHOrO M OMBITHBIX 00pa3LoB MpeICTaBIIACT MHOXECTBO NapajlICIbHbIX
JIMHAMN, TepeceKaoluX B PasHBIX TOYKaX och «Y» (JorapudM aKTHBHOCTH
HCKOMOTO (haKTOpa CBepTHIBaHHS KPOBH, BEIPXCHHBIH B MPOLCHTaX — Ig A, %)
1 och «X» (JlorapudM moKazaTels BPEMEHH, BEIPaKEHHBIH B CEKYH/aX — Ig t,
c).

6. IIpi TIAHUPOBAHKM LAETOPOX/IEHHUS B CEMbE, B KOTOPOH €CTh OonbHON
reMoHIKEH, NPOBOAUTCS MEAUKO-TEHETHYECKOe KOHCYJIBTHPOBAHHE CEMbU
s ompeneneHus obbeMa M TaKTHKH [peHaTanbHOH (mopomoBoif)
JUArHOCTHKHU.

7.  KiuHuMKO-TabOpaTOpHEIH MOHMTODHHT JWHAMHMKA 3a00JI€BaHHS
ocylIecTBisieTcss He pexxe 1 pasa B rof, ¢ HCCI€NOBaHHEM o0lIero aHaausa
KPOBH, OOLIEr0 aHaIM3a MOYH, ONpENe/ICHHEM YPOBHEH ¢axropos VIII, IX u
MX HHIUOUTOPOB, Apyrue o0cie 0BaHus — [0 MEJUIIMHCKMM MTOKa3aHUAM.

['JIABA 3
JIEYEHME IMALMEHTOB B BO3PACTE CTAPIIIE 18 JIET C
TEMO®UJIUEM A (B) B AMBYJIATOPHBIX YCJIOBHAX

8. Ilpyu pa3BUTHH KPOBOTEUEHHS Y MALUEHTOB B BO3pAcTe CTAapLIC 18 ner
¢ remodunueit A (B) remocTas obecneunBaroT BBEICHUEM K®CK ¢ VIII unn
®IX ¢ 3aMecTHTENHHOH LeNbIO B MAaKCMMajlbHO  PaHHAE  CPOKH.
TIpoduakTHyecKas rFeMOCTaTHYECKU JOCTaTO4HAs 1032 KOCK ¢ VI mmm ¢pIX
coctapisierT 3 — 5 ME Ha 1 Kr Macchl Tena manuenta (B cpenneM 250 — 500
ME).

8.1. JleueHwe MpEANONAraeT CaMOCTOATENbHOE, JIHOO ¢ TMOMOLIBIO
POJCTBEHHHKOB, MEIHULMHCKAX PabOTHHKOB OpHran CKOpO#l MEIULIUHCKOM
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nomomy, BeegeHre K®CK GVIII wnu ¢IX ¢ menpro mpeaynpexaeHus HiIH
OCTaHOBKHM KPOBOTEUEHHH B aMOYIaTOPHEBIX yCIOBHUSX.

8.2. IIpu HeaddexTuBHOCTH Npodunakrrieckoro Beenenus KOCK G VIII
1 ¢IX B mosax 3 — 5 ME Ha 1 Kr Maccel Tena naunueHTa (Manudecranus
KPOBOTEYEHHMS) TOKA3aHO BBEACHHE YKa3aHHBIX JIEKAPCTBEHHBIX CPEACTB B 03¢
20 ME Ha 1 kr Maccel Tena [allMeHTa M TOCOUTaNU3alMs B
CHEIHATH3HPOBAHHOE OT/ieNIeHUE OO0JIBHUYHON OpraHHU3alHH
3/IpaBOOXPaHCHHS.

I'JIABA 4
BTOPUYHAS [TPODIUIAKTUKA KPOBOTEUEHUH Y
[TALTMEHTOB B BO3PACTE CTAPILE 18 JIET C TEMO®WIMEN A (B)

9. BropuuHnas npoduiiakTHKa KpOBOTEYEHHIA II0Ka3aHa Ipu:

TIOBTOPHEIX KPOBOTEYCHHSX B KPYyMHBIE CyCTaBbl M B MATKHE TKaHU
(reMaToMBl) — KparkocpouHas (4 — 8 Henmemb) B COYETaHUH €
¢GH3HOTEepaneBTUYECKUM JICUCHHEM;

MOGBIX XHPYPrUUYECKHX BMEIIATENbCTBAX (KpoMe OpTONENMYECKHX) —
kpaTkocpouHas (4 — 12 Henenb);

OPTONEOUYECKHX  OleparusaXx (SHAOMPOTE3UPOBAHHE CYCTaBOB) —
maTenbHas (6 — 12 Mecsues, 6oree — IpY HATMYHKA MEAULIIHHCKHX IIOKa3aHHHA).

9.1. JlexapcteenHoe cpeactso ¢HVIII BBoaaT B po3e a0 20 — 40 ME/xr ¢
uHTepBanoM 48 — 72 uaca. JlekapcTBeHHOe cpeAcTBO (GIX BBOAAT B 103¢ 1O
30 — 50 ME/kr ¢ unTepBaioM 72 — 96 yacos.

9.2. BrIbop NEKapCTBEHHOrO CpEACTBa, MOAOOp HO3BI U OIpEACTIeHHe
KPaTHOCTH BBEJEHHS OCYLIECTBIIIOT C Y4YETOM MWHIMBHMAYaJIbHOTO OTBETA
opranu3Ma mauueHTta Ha BBefeHne KOCK B opraHusalusx 3ApaBOOXpaHEHNs,
OKA3BIBAIOMIMX CIENMATIU3MPOBAHAYI0 MEMMIHMHCKYIO IOMOIb. BropHuHas
npodHIaKTHKa KPOBOTEYEHHH y MAUHEHTOB B BO3pacTe CTaplle 18 ner ¢
remodmnreit A (B) ocyuiecTBisIOTCS MEIULIHHCKMMH paGoTHHKaMH, JIHOO
CaMOCTOSTENBHO (C IOMOIIBIO POACTBEHHUKOB) B aMOYJIaTOPHBIX yCIIOBUSIX.

. TJIABA 5 5
[IEPBUYHA 51 IIPOGWIIAKTUKA KPOBOTEUEHHN ¥V
MTALJMEHTOB B BO3PACTE JIO 18 JIET C TEMO®WIVEMH A (B)

10. Tlepsuunyro npodunakTuky remopunun A ¥ B HasHa4aioT
nanueHTtaM B Bospacte or 1 — 2 ner 1o 18 net ¢ 6a30BBIM ypOBHEM daxtopa
VIII (IX) He Gosee 0,02 ME/ma (2,0%), He UMEIOLIMM B aHaMHE3€ JIIM3010B
BHYTPHCYCTaBHOT'O KPOBOM3IIMSAHKS WM MUMEIOIIMM B aHaMHE3C 1 — 2 snu3ona
BHYTPHCYCTaBHOTO KPOBOH3JIHSHHS U He Gonee 5 NHeH BBEICHUS K®CK.

10.1. Bo u3bexanue pasBUTHA MHTHOUTOPHOK (OpMBI reMoOQUIMK y
MAIMEHTOB B Bo3pacTe J0 | roja Ha3sHAYalOT NPOGUIAKTHKY HHTUOMTOPHOM
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dopMsl remoduamm C  Uenb0  QOPMHPOBaHHS ~ HMMYHOJIOTHYECKOH
TonepaHTHOcTH K BBomuMoMy K®OCK myrem anutensHoro (He MeHee S0
HeJenb) BBeAeHUs Mabix 103 (25 — 30 ME/kr) KOCK c kparHocTsio 1 pa3 B
HEZEIIO.

11. TIpopunaxruueckoe Beenenrne KOCK He HasHAYAIOT:

B CJIydasx OTKa3a POAUTeNel WM 3aKOHHBIX IPEACTaBUTENeH MalUeHTa
OT NpodMIAKTHKH, a TaKkKe NpPH HapyLUIeHHH peXuMa MNPOGHIaKTHKH
MaIAEHTOM;

Npd NOSBNEHMM B mnepuoj mpounakrudeckoro Baenenus KOCK
naru6uTopa k VIII (IX) B konugectse 6onee 0,6 BU/mu;

Ip¥ BO3HHKHOBEHWH TSDKEJNOH alJIEPrHYECKOd peaKklud Ha BBEACHUC
K®CK VIII (IX);

NpH BO3HMKHOBEHHH TPaBMbl HIM HEOOXOIMMOCTH  BBIIOJIHEHUS
SKCTPEHHOTO XHUPYPrHYECKOTO BMENIATENbCTBA, MOKa3aHMA K KOTOPOMY
BOSHMKIM MOCiE Hayana TNpOQUIAaKTHYeCKOro  BBeAeHHS  (PexuM
NpodUIaKTUKH MOXeT OBITh BO30OHOBJIEH IOCI/C BBHINOJHEHMs OIEpalyy, a
MMEBILIMEe MECTO [HH BBEACHHs MOIEXaT ydery B obllee KOIMYECTBO OHEH
BeeneHnsa KOCK).

12. Ilpodunakruueckoe BeeaeHue KOCK HayrHAIOT MOC/IE MOATTMCAHUS
pOAUTENsAMH (3aKOHHBIMH NpEJCTaBHTE/AMH) IIALMEHTa I0OPOBOJIBHOTO
COIIACHs Ha MeIULMHCKOE BMEIIATENLCTBO, YTBEPKACHHOE PUIOKEHHEM 1 K
mpukasy MuHHCTepcTBa 3paBooXpaHenus Pecmybimku  bemapyck OT
30.08.2007 r. Ne 710, npunoxenue k popme Ne 025/y-07.

BrIGop JIEKapCTBEHHOTO CpelCTBa, MOAOOp HO3bI U OIpENeNeHHe
KPaTHOCTH BBeJECHHS OCYLIECTBJIIOT C Y4YEeTOM HHIMBHAYaJIBHOTO OTBETA
opranu3Ma nauuenrta Ha BeegeHne KOCK B opranu3alyax 34paBOOXpaHCHH,
OKA3LIBAIOIIMX CIENHAIN3UPOBAHHYI0 MeJUUUHCKYI0 momomb. IlepBuuHas
npodUIaKTHKAa KpOBOTEYEHWH Y INalMeHTOB B Bo3pacre a0 18 jeT ¢
remodumieii A (B) OCYIECTBISIOTCS MEIWIMHCKMMH pabOTHHKaMH, 6o
CaMOCTOSITEIIBHO (C TIOMOILBIO POJCTBEHHHKOB) B aMOyJIaTOPHBIX yCIIOBHSAX.

12.1. Mepex Havanom npodunakruyeckoro peeaeHus KOCK oneHHBaOT
BEIPOKEHHOCTh  MepU(epHdeckuXx BeH y TaldeHTa W BO3MOXHOCTb
BHYTPHBEHHOTO BBEIEHHUs JIEKApCTBEHHBIX CPEACTB, @ TAKKE BBIIOJIHAOT
BAKIWHALMIO [IPOTHB reNaTuTa B, KOTOPYIO OCYIIECTBIAIOT MyTeM MOAKOXKHOM
MHDBEKLUH BaKIUHEI ¥ fononHutensHoro Beefenus KOCK.

12.2. B Tteuennme mnepBeix 100 pmuedt BBemenus K@OCK manuenty
IIPOTHUBOIIOKA3aHO:

BBHINOJIHEHHE MPOGUITAKTUYECKHX IPUBUBOK;

IJIAHOBOE XMPYPruuecKoe BMEIIATeIbCTBO;

BHYTPUMBILIIEYHOE BBEACHHUE JICKAPCTBEHHBIX CPEJICTB.
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12.3. Tlepen nepseM mpodunaktuueckuM BeeneHneM KOCK VIII (IX)
BHIIOJIHAIOT HCXOQHYIO  KoaryjorpamMMmy (aKTMBHPOBAaHHOE  YaCTHYHOE
TpoMGomIacTHHOBOE BpeMs (nanee — AUTB), nporpoMOHHOBOE BpeMs — (Hasiee
— IITB), TpoMOHHOBOE BpeMs, YpPOBeHb (PUOPHHOrEHa, PETHCTPUPYIOT
ucxonusli yposens aktusHocTH ¢VIII (IX) u ypoBens mHruéuropos k GVIII
(IX), BHIIONHAIOT OOWmMI aHaIUM3 KPOBH, ONpPENENAIOT AKTHBHOCTD
acraprataMuHoTpancepassl (nanee — ACT), anaHMHaMHHOTpaHCeEpassl
(manee — AJIT).

12.4. Tlocne 3abopa KpoBH i1 BBHINOJHEHHS HEOOXOOMMEIX
1a0OPaTOPHBIX MCCIeJOBaHUH, OOHOKPAaTHO BHYTPUBEHHO BBOJST CTapTOBYIO
nosy K®CK ¢VIII (IX) B xomudectBe 25 — 30 ME/kr. Peructpupyror
KOAryJIOTHYeCKUH OTBET Ha BBeJEHHE B BHJAE INPHPOCTa KOAryJSLHOHHOH
aKTHBHOCTH KPOBH IaluenTa yepe3 15 MuHyT, 1 9ac u 2 gaca. Ilocne BBeAeHUA
ouepennoit n03sl KOCK perucTpupyioT KoaryJloradeckuii orBeT depes 15
MHHYT B 1 4Yac. B 3aBHCHMOCTH OT MOJyY€HHBIX MaHHBIX OCYLIECTBIIIOT
noa6op no3st KOCK mns nanpHeinero npo@uiakTHYECKOro BBEICHHS.

12.5. Beegenne nocneayonmx 103 KOCK BemonHA0T 1 pa3 B HeJeIo.

12.6. Ha 5, 10, 20, 30 u 50 nens npodunaktuyeckoro eeeneHus KOCK
OIpeseNIAIOT TI0Ka3aTeNnu Koaryiaorpammsl, aktuBHocTe QVIIL (IX), ypoBeHs
uaru6utopos k ¢ VIII (IX).

12.7. Tocne 3aBepiuenus dTana MpoQUIAKTHKA HHIHOMTOPHOH (OPMEL
remoduny, BKovaromero nepseie 50 nHel Benenus KPCK, mponomkaror
NpOQHIAKTHKY TeMOPPAarM4ecKHX OCIOXKHEHHH, OCYyIeCTBisis HalbHeHmee
BBegenne KOCK B noze 25 — 30 ME/kr 1 pa3 B Hezelio.

12.8. IMocne 150 nueit npodunaktudeckoro BeaeHns K@CK, nauueHty
paspelleHO BHINOJHEHHE NMPO(QUIAKTHYECKUX NPHBUBOK, B TOM YHCIIE MyTEM
BHYTPUMBILIIEYHBIX HHBEKIHH, KOTOPHIE OCYLIECTBISIOTCA B JEHb BBE/ICHHUA
ouepeHo# npodunakTuyeckoit 1o3s1 KPCK (25 — 30 ME/kr).

12.9. Ilpy BO3HHKHOBEHMH Ha 3Tamne NPOQMIAKTHYECKOro BBEACHHA
K®CK remapTpo3a WM MHOTO KpoBoTeueHus, nauuenty Beoast KOCK ¢ VIII
B fno3e 30 — 50 ME/kr 2 pa3a B cytku umu KOCK ¢IX B nose 50 — 80 ME/kr
Kakaele 18 yacoB B TedueHHe 3 - 5 OHEHl OO HCYE3HOBEHHsI CHMIITOMOB
KpOBOTEUYEHHMSI.

[Tocie JMKBUAALMH OCTPHIX ABIEHH# mponomkaioT BeeneHne KOCK B
pexuMe TpoduiakTuky u3 pacuera 25 — 30 ME/kr 1 pa3 B 56 nHe# (nepBoe
KpoBOTeueHHe) uin 1 pa3 B 3—4 1Hs (IOBTOpHOE KpoBOTeYeHHe). [IHH, Ha
NPOTSDKEHHH KOTOPHIX OBLIM JHMKBHUIMPOBAHbI FeMOpparu4ecKue MposBIICHHS,
3aCYUTHIBAIOT B 00IIIee YUCIIO AHEH BBEJICHHUSI.

[Ipy BO3HMKHOBEHHH Ha 3Tale IPOQUIAKTHYECKOTO BBEICHHUA K®CK
TPETHEro TeMapTpo3a WM HHOTO KPOBOTEUESHHUS, TALIMEHTY C 1IEJIbI0 reMocTasa
peogsaT KOCK ¢ VIII B komauectse 30 — 50 ME/kr 2 pasa B cyTku, wim KOCK
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¢IX B konmmuectBe 50 — 80 ME/kr kaxasre 18 yacoB B TeueHue 3 — 5 nHe# 10
MCUE3HOBEHHS] CHMIITOMOB KPOBOTEYEHHUSI.

ITocsie NTUKBHAALMHA OCTPHIX sBJieHHH npoxoikaioT BBeaeHne KPCK B
peXUMe  BTOPUYHOH MpOGUIAKTHKM Ha  OCHOBE  HHAWBHAYAIBHOTO
omnpeneneHnss KpaTHOCTH BBeleHHUs. J[ns perucrpauuu oTBeTa Ha BBOAMMOE
nekapcrBeHHoe cpeactBo K®CK, ompeneneHus KpaTHOCTH —BBEJEHHS,
nanueHTa ¢ reMopmwineil A win B rocnuTtanuzupyroT B ClIELMAIU3HPOBAHHOE
oTHeneHre O0bHUYHON OpraHu3aliH 31paBOOXpaHeHHUs.

13. B ciyuae BeIsBiIeHHs HHTHOUTOpOB B Kosmuectse 0,6 BU/Mn u Goree,
BBINIOJIHSAIOT TIOBTOPHOE OMpeAeieHne YPOBHS MHTHMOUTOPOB uepes 1 Hexero.
[Ipy TOBTOPHOM BBHISBICHUM HHTUOMTOPOB JOIMOJHHUTENBHO OLEHHBAIOT
KOAryJISIIHOHHEI OTBET Ha BBOJAMMOE JIEKQPCTBEHHOE CPEIACTBO COIJIACHO
nyHKTy 12.4 Hactosmiero KinuHudeckoro nporokoia. HecooTBeTCTBHE MEXIy
OXHUIAEMBIM M TMOJYYEHHBIM KOaryJSIIMOHHBIM OTBETOM, B CBS3H C
nosiBiieHHeM HHruoutopoB K BBoguMoMy K®CK, sBisgercss mokasaHueM UL
IpeKpaleHus NpoGUIaKTHIECKOro BBEICHHS.

I'JIABA 6
BTOPUYHAS ITPOOUITAKTUKA KPOBOTEYEHWN Y
IMALTMEHTOB B BO3PACTE 10O 18 JIET C TEMO®WJIMEU A (B)
C MHIUBU Y AJIbHBIM OITPEJEJJEHWMEM KPATHOCTH
BBEJJEHUS KOCK

14. BropuuHyro npoduinakTUKy KpOBOTEYEHHH y NAllMEHTOB B BO3pacTe
ot 1 — 2 net no 18 ner ¢ remodbunuei A (B) HazHayaloT B Ciiy4ae MMOBTOPHOTO,
HE CBSI3aHHOTO C TPaBMOM, HHTPAKPaHUAILHOTO (B TOM YHCIIE BHYTPHIJIA3HOIO)
KPOBOUBIIUSHHUS.

15. TIpoTHBOIOKA3aHUA IJisi MPOBeJEeHHS BTOPHUYHON NPOQUIAKTUKH:
HaIM4de HHCTPYMEHTAJIBHO JOKa3aHHOro TpoMbo3a Jr0O0ro apTepUajibHOrO
AWM BEHO3HOT'O COCYAa;

Henepenocumoctb KPCK.

16. IIpodunakruueckoe BBeaeHne KOCK HayMHAIOT MOCIE NOANHUCAHUA
ponuTensMu (3aKOHHBIMH [PEACTaBUTENSIMH) TalHeHTa J0OPOBOJIBHOTO
COrJIachsl Ha MEIHLIUHCKOE BMELIATENLCTBO, YTBEPKACHHOE IIPUIIOKEHHEM 1 K
npukasy MunucTepcTBa 3ApaBooXpaHeHHs PecmyOnuku benapych  or
30.08.2007 r. Ne 710, npunoxenue k popme Ne 025/y-07.

BeIGOp JIeKapCTBEHHOTO CpeicTBa, MOAOOp MO3bI M ONpPEACICHHE
KPATHOCTH BBEJCHUS OCYIUECTBISIOT € YYETOM HMHIWBUAYaJIbHOTO OTBETA
opranu3Ma nanuenTta Ha BBefieHHe KOCK B opranuzauusax 31paBOOXpaHEHHA,
OKa3bIBAIOLIMX CHENUATIM3MPOBAHHYI0 METWIMHCKYI0 MNoMollb. BropuuHas
NpO(UIAKTHKA KPOBOTEUEHHMH y MaumueHToB B Bo3pacte 1o 18 ner c
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remobuneit A (B) ocyllecTBIsIOTCS MEIUIUHCKAMH paOOTHHKaMH, 10O
CaMOCTOSTENIHHO (C MOMOIIBIO POACTBEHHUKOB) B aMOyJIaTOPHBIX YCIOBHSX.

Ontumaneubiit myts BBeAeHus KOCK y pereit moboro Bo3pacta — 3TO
BBeaeHne K®CK nyreM myHkiuu nepudepudeckoil BeHbl. KarteTepusanuio
LEHTPaJIBHONH BEHBI OCYIIECTBJAIOT Ha OCHOBAaHUHU 3aKI/IIOYEHHs BpayeOHOro
KOHCHJIMyMa 10 Hayasla BTOPUYHOU MPOUITaKTHKH.

17. Ilepen Ha4amoM BTOPHUYHOM NPOPHUIAKTUKH OLICHMBAIOT CTEIEHBb
TSOHKECTH 3a00JieBaHUs, CTENEHb MOPaXXEHHUsI CYCTaBOB (aMILIMTYJA IBHIKEHUH
(crmbarenbHass, pasrudOarensHas, aTpodus MBI, (UKCHPOBaHHAs
KOHTpaKTypa), OLIEHUBAIOT 1abOopaTOpHBIE MOKa3aTeNu:

oOmuii aHamM3 KpoBH (OMPEHEeNsIOT KOHLEHTpAIHMIO TIeMOIIOOHHa,;

KOJIMYECTBO  OJPUTPOLIUTOB, JIEHKOLMTOB, TPOMOOIMUTOB; IOACYET

JIeUKOIMTAapPHO (HOPMYJIBI; CKOPOCTE OCEJaHUs SPUTPOLIUTOB);

OMOXMMHYECKOE HCCIEAOBaHNE KpPOBU (OINpPENessioT KOHLEHTPALHIO
obGiero Gelka, IJIIOKO3bl, KpeaTHHHHA, MOYEBHHBI, ypOBHS OunupyOuHa U €ro
¢paxuuit, onpenenenune akrusHoctd ACT, AJIT);

ompeesicHre MapKepoB BUpycHoro renatuta B u renartura C;

HCClIeIOBaHKE TMOKa3aresneil remocrasa (onpeacsicHue aKTHBHPOBAHHOTO
YaCTHYHOrO  TpPOMOOIUIaCTHHOBOro  Bpemenu  (manee —  AYTB),
nporpoMbuHoBoro uHAekca (mamee — IITH, ompeneneHue KOHIUEHTpaIUH
dbubpunorena, pakropa VIII (IX), unruduropa;

oO1uii aHaIu3 MOYH.

17.1. Beenenue K®CK ocymecTBisiOT Ha OCHOBE HHIAWBHIAYaJIbHOI'O
pacuera J03bl ¥ KPaTHOCTH BBEJEHHS JIEKapCTBEHHOI'O CPEACTBA.

ITepen mepseiM BBeaeHueM KOCK ¢VIII (IX) BEINOIHAIOT MCXOQHOE
MCClIeOBaHKME IIOKa3aTelell remMocrasa ¢ ompeneneHueM akTUBHOCTH ¢VIII
(IX), ypoBus uaruburopoB k ¢GVIII (IX) He panee 7 gHeH mociie MOCIETHETO
BBegeHuss KOCK ¢ VIII (IX).

ITocie 3abopa KpOBM MJs BBHIIOJIHEHUS HCXOJHOH KOaryjaorpaMMel
OIHOKPaTHO BHYTPHMBEHHO 6oyrocHO BBOIAT crapTroByio mnosy KPCK ¢VIII B
xonuyectBe 50 ME/kr maccel Tena (100 ME/kr — KOCK ¢IX).

Yepes 15 muHyTt nocie BBemeHus craproBoil no3sl KOCK ¢VIII (IX)
PETHCTPUPYIOT KOAryJIALMOHHEINA OTBET IyTeM pPerucTpaly akTHBHOCTH ¢ VIII
(IX) B KpOBM MaLKEHTA.

Yepes 1 yac, 2 yaca, 6 yacos, 12 yacos, 24 yaca, 48 yacos u 72 yaca (96
yacoB — a1 remopmwmu B) mocme BBemenus pozsr KOCK ¢VII (IX)
PETHCTPHPYIOT KoaryysunoHHyto aktuBHOcTh QVIII (IX) B KpoBHM narueHTa.
WnrepBan BeeaeHuss KPCK paBeH BpeMEHHOMY IPOMEXYTKY, B TCYCHHE
KOTOPOTO MMHHMMabHas OCTaTOYHas aKTHBHOCTb ‘“‘e(UIMTHOro” (akropa
npesbimaeT 2%.




11

JanpHeHIIni MOHUTOPUHI WHAWBUAYAJILHOTO KOAryJjaslIMOHHOTO OTBETA
BBIIIOJIHAIOT KaXJable 6 MecsSUeB Ha TMPOTSHXKEHUHM IEpBOro roaa
poHUIAKTHYECKOTO BBEICHUS, a B MOCIEAYIOIEM — KaXkable 12 MecsleB.

TJIABA 7
SKCTPEHHA I MEJULIMHCKA S TIOMOLLB Y TTAITUEHTOB
C TEMO®UJIUEA A TTIPYU KPOBOTEYEHWN

18. DKCTpeHHYI0 MEIMIHMHCKYIO NMOMOIIb MalueHTaM c reModuiuei A
OCYIIECTBISAIOT B OONBHUYHBIX OpraHU3alUsaX 3ApaBOOXpaHEHHs (palOHHEIX,
oOnacTHBIX, pECIyOIMKAaHCKMX), OKA3BBAIOIIMX  CHEHAIU3MPOBAHHYIO
MeHITMHCKYIO TIOMOIIb. | | - |

19. Ilpu oOka3aHHH CTOMATOJOTUYECKOH TIOMOIIH r[auneHTaM c
reModuiIHell A HEMoCpeCTBEHHO Nepes yaanenueM 3y6a (-oB) Beoast KOCK
VIII B HavyanbHO# n03¢ 30 — 40 ME/Kr 0XHOKpaTHO U MPOAOJDKAIOT BBEACHHE
o 20 ME/kr kaxasle 12 4acoB 0 3NUTEIU3aLUNA paHEBOH HOBerHOCTH (48 —
72 yaca mocse ynaneHus). S

19.1 TIpu reMo®uMu nerkoif ¥ CpemHell CTEHEHH TSKECTH AOIYCTHMO
MPUMEHEHHE JECMOIPECCHHA HasalbHOro cmpes: mo 300 MKr MHTpaHa3aJIbHO
(150 MKrp B KaXabli HOCOBO#H X0/) 3a 30 MUHYT 0 BpaueOHON MaHUMYIIALUH
MM TP KPOBOTEYEHHH, NOBTOPHOE BBeieHHe depe3 12 4acoB B TeYeHHE 3
CYTOK.

19.2. OcoGeHHOCTH JieYyeHHns y MAlUeHTOB B Bo3pacTe 10 18 jer.

HenocpenacTBeHHO Tiepea yAajeHHEM NOAJEKALUX BO3PaCTHOH CMeHe
pe31oB, KibikoB BBoAsT KOCK VIII B HavansHOi no3e 15 ME/Kr 0AHOKpATHO.
Ilepen ynanenuem Monspos Beoast KOCK VIII B HayansHo# mo3ze 20 ME/kr.
B ciyuae kposoreuenns KOCK BBoasT oquoxparHo B fgo3e 20 ME/kr.

Tlepen ynaneHHeM MOCTOSHHBIX, HE IOJIEXKALIMX BO3pPaCTHOH CMEHe
moinsapos, KOCK VIII Beoxst B HavanbHOR no3e 30 ME/kr, 3aTem B 1103€ 15 -
20 ME/XT 10 OCTaHOBKH KpoBOTe4eHHS (2—3 CyTOK). |

20. IIpu KpOBOTEYEHUH U3 CIU3UCTOI MOJIOCTH PTa, HOCA:

K®CK VIII BBogsar B mose 20 — 40 ME/kr xaxasie 8 — 12 wacos 1o
OCTaHOBKH KPOBOTEUEHHS, BHyTPh Ha3HA4YalOT TPAHEKCAMOBYIO KHCJIOTY B J103€
25 MI/Kr Ha OAMH MpHEM Kax/ble § 4acoB; MECTHOE JICYEHHE HA3HAYAIOT IOCIIe
KOHCYJIBTAllMd Bpada-oTOpHHOJapuHrojora. Hemomyctuma Tyras 3aaHsas
TaMIIOHaZa Hoca. IlepeqHIO0 TaMMOHANy HOCa OCYIUECTBIAIOT TYPYHMIOH,
IPOMKUTAHHON pacTBOPOM OJHOTO U3 TIeMOCTaTHYECKHX JIEKQpCTBEHHBIX
cpencts (3% pacTBop HepeKHcH BoAopoAa, ¢pubpuHOreH). Ilpu mocTHXEHUH
reMocTa3’a HeoOXOOMMO OCTOPOXKHO YHAJMTh TAaMIIOH IOCiIe OOHIBHOTO
TIPONIUTHIBAHHS Ba3€JIMHOBLIM MacClIOM.
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21. IlIpu remaprposze: HUMMOOWIH3AUKA KOHEYHOCTH; XOJOA Ha
IIOpaKeHHBIN CyCTaB MEpBble 2 4Yaca. 3aTeM Ha3Ha4yalOT 3aMECTHTENIEHOE
neuenue KOCK VIII B moze 20 — 25 ME/kr xaxzasie 12 yacos; naee 10 — 15
ME/xr xaxnsle 12 gacos; y aereii — 25 - 30 ME/xr yepe3 12 yacoB 5—6 qHeid.

IIpy MOAKOXKHBIX KPOBOU3IUSHUSAX, KPOBOUBIUSHUAX B MATKHE TKaHU U
MEXMEBIIIEYHBIX  reMaroMaxX, H€ YrpoXamlllMX JKMU3HH  Ha3HayaioT
3zamectuTenbHOoe eueHne KOCK VIII B no3e 20 — 25 ME/xr kaxxnsie 12 4acos;
nanee 10 — 15 ME/kr kaxzasie 12 4acoB; mauueHTaM B Bo3pacTe n0 18 jer
Ha3zHavaloT 25 — 30 ME/kr uepe3 12 yacoB 5—6 nHei.

IIpu HamU4YMK IPU3HAKOB XPOHHYECKOIO TUNEPTPOGUUECKOrO CHHOBHHUTA
Y pELUIUBUPYIOLIKUX reMaTpo30B NMOKa3aHa CHHOBIKTOMHSI.

22. Ilpu rematypuu HasHauyaloT 3aMmectureabHoe JiedueHne KOCK VIII B
HavalnsHOM no3e 25 — 30 ME/kr, 3arem kaxzaeie 12 yacoB 15 — 20 ME/kr no
HacTyluleHus: remocraza (5—7 pgue#t). I[lo MeOUIIMHCKUM IOKa3aHUIM
Ha3Ha4aloT KOHCYNbTALMIO Bpaua-HedpoJiora, Bpaua-ypoJiora.

22.1. OcobeHHOCTH JIeUeHHs y MalieHTOB B Bo3pacTe A0 18 jer.

3aMeCTUTENBHOE JICYCHHUE HA3HAYAIOT 1O KyIHMPOBaHHUs MUKpPOTreMaTypHH,
K®CK VIII BBogsr B no3e 40 ME/kr kaxapie 8 — 12 yacos.

23. Ilpu ractpoayoeHanbHOM KpOBOTEYEHHH: 3aMECTUTEIIBHOE JIEUEHHES
K®CK VIII B nauansHoii go3e 40 — 50 ME/kr, 3ateM kaxnasie 8 yacoB 20 — 30
ME/kr 3 — 5 cytok; 3areM kaxasle 12 yacoB 20 — 30 ME/kr B Teuenue 7 — 9
cyTok. ITokazaHo npuMeHeHre HHTUOUTOPOB PHUOPHHOIM3A BHYTPb.

DTHONATOreHETHYECKOe JIEYEeHHe DPO3UBHO-A3BEHHBIX 3abosieBaHHM
Xenyaka U 12-nepcTHO KUIIKY Ha3HauYaeT Bpay-racTpO3HTEPOJIOr.

23.1. OcobeHHOCTH JIeYeHUd y MAllMeHTOB B Bo3pacTe A0 18 sier.

3amectutenbhoe Jiedenne: KOCK VIII seogsar B mose 40 — 50 ME/kr
Kaxable 12 yacoB B TeueHHe 2-X qHEMH, nociexyromue 2 — 3 qus B nose 30 — 40
ME/kr kaxapie 12 gacoB, 3aTteM B jJo3e 20 — 30 ME/kr kaxasle 12 dyacoB Ha
npoTsbkeHuu 7 — 10 gHeil.

24. Tlpu BHYTpHYEpEITHOM KPOBOM3IHMSIHHUU, peTpodapHUHIeabHON HIIH
pEeTPONIEpUTOHEATLHOM reMaToMe, rnepesioMax TpyOyaTslx KocTei, KOCTeH Ta3a
¥ OOIIHPHOH MeXMBIIeYHoi reMaToMe 3aMecturenbHoe jedeHne KOCK VIII
Ha3zHayaroT B no3e 40 — 50 ME/xr, 3ateM kaxnasie 8 yacoB 20 — 30 ME/kr 5 — 7
CYTOK, 3aTeM Kaxabie 12 yacoB 20 — 30 ME/kr o 21 cyTok.

24.1. OcobenHoctu JiedyeHus y Jeredd. Ilpu BHyTpHUYEpENTHOM
KpoBou3nusHuK HadajgpHasd no3a KOCK VIII cocraBnser 50 EJl/kr, nmanee
Ha3HAYaIOT ‘HempepuiBHOe BHyTpuBeHHOe BBeaeHne KOCK VIII B nose 2 — 3
ME/kr/4ac, peryupysi CKOPOCTb BBeIeHHs ¢ yueToM akTuBHOCTH dakropa VIII
B KPOBH IIal[MEHTa: B 1-10 HEJENI0 JIeUEeHUS — JKENaeMbli IeMOCTAaTHYECKHH
ypoBeHb dakTopa VIII 80-100%; Bo 2-t0 Hepemo — 1o 60%; B 3-10 HEJEIIO — 10
30 — 40%.
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24.2. OcobeHHOCTH JieueHHS Y MallMEeHTOB B Bo3pacTe Ao 18 yer mpwu
ONACHBIX /IS JKH3HM KpOBOTeUeHHsX (peTpodapHHreanbHas, 3a0pIOLIMHHASA
remaroma, oOmmpHas Mexwmeiednas): KOCK VIII Beogsar B mose 40 — 50
ME/kr kaxnpie 8 — 12 yacoB B TeueHue 2 — 3 JHEH 10 KyNnUpOBaHHs MPH3HAKOB
KPOBOTEYEHHs, Jajiee HasHavaloT moaaepxubatomee jeueHue KOCK B noze 20
— 30 ME/xr kaxbie 12 gyacoB B Te€UCHHE CIEAYIOMMUX 3 — 5 QHEH.

24.3. OCOOeHHOCTH JICYeHHS Yy MallMEeHTOB B Bo3pacTe X0 18 et ¢
nepejaoMaMi JJIMHHEIX TpyOUaThx Koctedt u xocteit Taza: KOCK VIII BBoAAT B
no3e 40 — 50 ME/kr kaxnaple 8 — 12 yacoB B TeueHWe 5 — 7 OHEH IO
KYIHPOBaHHUs MPH3HAKOB KPOBOTEUEHHS, 3aT€M Ha3HAYaloT NOJAJEPKUBAIOIIEe
neyenne KO®CK B goze 20 — 30 ME/kr kaxzaple 12 4acoB B TEYEHHE
NOCHEAYIOIUX 5 — 7 THEH.

25. JIyia reMocTaTHYecKoro obecneyeHns: Xupypru4eckux BMeIIaTesIbCTB
naldeHTaM B Bo3pacTe crapiie 18 jieT Ha3sHayaroT 3aMECTHUTEJIBHOC JICUCHHE
K®CK VIII B nHauansHoi1 1o3e 40 —50 ME/kr, 3aTeM Kaxasie 8 yacoB 20 — 30
ME/kr 5 — 7 ¢yTOK, 3ateM Kaxasie 12 yacos 20 — 30 ME/kr no 14 cyTok.

25.1. OcobeHHocT obecredeHHs] XUPYPrHUECKHX BMEIIATEIbCTB Yy
nauueHToB B Bospacte 10 18 ner: KOCK VIII BBozar B nose 40 — 50 ME/kr
Kaxzasle 12 4yacoB B TeueHHE MEPBBIX 3 — 4 CYTOK IOCJIEONEPALHOHHOIO
TepHozia C MOCIEAYIOMMM MOIePXKUBAIOLIMM JiedeHieM B fo3e 20 — 30 ME/kr
KaxJele 12 4acoB B TeUeHHE 3 — 5 CyTOK JJO MOMEHTa CHSTHSA IIIBOB.

I'JTABA 8
3KCTPEHHA I MEJJUIIMHCKA S IOMOILDB V TTALIMEHTOB
C 'EMO®UIIMEHN B ITPY KPOBOTEUYEHHHA

26. DKCTPEHHYIO MEIHMIHMHCKYIO MOMOIIb MalKeHTaM ¢ remopunuei B
OCYLIECTBJIAIOT B OOJIBHMYHEIX OPraHU3alUsAX 3IpABOOXpaHeHMs (PaiOHHBIX,
00NMacTHBIX, peCcmyOJMKAaHCKHUX), OKas3bIBAIOIIMX  CIEHAU3HPOBAHHYIO
MEAULMHCKYIO MTOMOILb.

27. Tlpu oOKa3aHHH CTOMATOJOIMYECKOH IMOMOLIM TMalMeHTaM ¢
remoduireit B HemocpeACcTBEHHO Nepesl yAaneHneM 3y00B U 0 SIMHUTEeNH3alH
paHeBoii mosepxHocTu (48 — 72 uaca mocne ynanenus) Beoaar KOCK IX B
HavyanbpHOH no3e 60 — 80 ME/kr omHokparHo, 3aTeM o 40 ME/kr xaxzaeie 18
4acoB.

27.1. Oco0eHHOCTH JIeueH s Y TAlHeHTOB B Bo3pacTe 10 18 JieT.

Ilepen neueHweM Kapuo3HOro 3y0a, IpelyCMaTpHBalOIIUM BCKPBITHE
kanaia, BBoaar KOCK IX B noze 30 ME/kr oqHoKpaTHoO.

Henocpe/ICTBEHHO Mepel yAalneHHeM 3y0oB, MOMIEKAIINX BO3PAaCTHOH
cmene (pesusl, kibikn) KOCK IX BBozar B no3e 30 ME/Kr ofHOKpaTHO;

MoJsipel — KOCK IX BBOAAT B HAYAJIBHOH J103€ 40 ME/kr;
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B ciay4dae KpoBoreueHus K®CK Beomsar B moze 40 ME/kr xaxnapie 18
4acoB B T€4eHHE 2 — 3 CYTOK;

IIOCTOSIHHEIE, HE MMOJylexKalue Bo3pacTHOH cMeHe Moiisipel — KOCK IX
HasHayaloT B no3e 60 — 80 EJI/kr omHOkpaTHO, 3aTeM Ha3Ha4aioT B go3e 40
EJI/xr uepe3 18 yacoB B TeueHne 2—3 CyTOK.

28. IIpy xpOBOTEUEHHH U3 CIIUZUCTOH MOJIOCTH PTa, HOCA:

K®CK IX nazHauvator B no3e 40 — 60 ME/kr B/B kaxnasle 18 yacos 3-5
CYTOK; MECTHOE JIeUeHHEe Ha3HayaloT II0Cie€ KOHCYJbTalliK Bpaua-
oTopuHOjapuHrojora. Hemomyctima Tyras 3amHss TaMIOHajga Hoca.
Ilepenuroro TamMnoHagy HoOca OCYWIECTBJSIOT TYPYHAOH, NpONHTaHHOM
pacTBOPOM OJHOI'O U3 reMOCTaTHYECKUX JIEKAPCTBEHHBIX cpeAcTB (3% pacTBop
IIEPEKUCH BoJopoaa, pudbpuHoreH). [Ipu mocTHXEHHM remMocTa3a He0OX0aUMO
OCTOPOKHO YJAJIUTEh TaMIIOH IOC/Ie OOMJIBHOTO MPONMUTHIBAHHS Ba3eJIMHOBHIM
MacJioM.

29. Ilpn remapTpo3e mokazaHa MMMOOWIH3AIUsA KOHEYHOCTH; XOJIOA Ha
NOpaXXeHHBIN CycTaB IepBhie 2 yaca.

3aMecTUTENbHOE JICYCHHE:

K®CK IX na3navaroT B no3e 40 —50 ME/kr, 3ateM kaxaeie 18 gacos 20 — 25
ME/kr no 5 cyTok, 3ateM Kaxsle 24 yaca 20 — 25 ME/kr 1o 7 cyTok. Y aereii
K®CK IX nasnauaror 40 — 60 ME/kr 1 pa3 B 24 yaca S — 6 queii.

IIpyn HamM4MK NpU3HAKOB XPOHMYECKOTO THIIEPTPOGUUYECKOTO CHHOBHHTA
U PELIMAMBUPYIOIIMUX F€éMaTpO30B NT0Ka3aHa XMMHYECKasi CHHOBIKTOMHUS.

30. Ilpu MOAKOXXHBIX KPOBOU3IUSHUSX, KPOBOUIIUSIHHUSAX B MATKHE TKaHH
U MEXMBIIIIEYHEBIX reMaToMax, He yrpoxaromux xu3Hu KOCK [X Ha3zHa4awoT B
nose 40 — 50 ME/kr, 3ateM kaxmsie 18 gacos 20 — 25 ME/kr 10 5 cyTok, 3aTeM
kaxzaele 24 daca 20 — 25 ME/kr no 7 cytok. Y gereit KOCK IX Ha3znauaiot 40
— 60 ME/kr 1 pa3 B 24 yaca 5 — 6 gHeid.

31. Ilpu rematypuu HazHauaroT 3amectuTenbHoe JieueHue: KOCK IX B
no3e 50 — 60 ME/kr, 3atem kaxasie 18 yacoB 25 — 30 ME/kr 5 — 7 cyToK, 3aTeM
Kaxasle 24 yaca 25 — 30 ME/kr go 10 cytok. [To MeIHIMHCKMM MOKa3aHHIM
Ha3Ha4yaroT KOHCYJbTAlMIO Bpada-He(poJsiora, Bpaya-ypoJiora.

31.1. OcobeHHoCTH JieueHUs y AILKEHTOB B Bo3pacte A0 18 ner.

3aMeCTUTEIbHOE JICUEHHE HAa3HAYaAIOT A0 KyNHpPOBaHUSI MUKpOTreMaTypHH,
K®CK IX BBozsaT B no3e 40 — 60 ME/xr, 3ateM 30 — 40 ME/kr kaxnawie 18 — 24
4acoB 10 5 CyTOK.

32. Ilpu ractpoxyoneHanbHOM kpoBoreueHMH HaszHadaroT KOCK IX B
no3e 60 — 80 ME/kr, zarem xaxasie 18 yacos 30 — 40 ME/kr 5 — 7 cyTok, 3aTeM
kaxple 24 yaca 30 — 40 ME/xr go 10 cyTok.

ITokaszaHo IIPUMEHEHHE HHTHOUTOPOB ¢bubpuHonu3sa.
OTHONATOreHETHYECKOE JICUeHHE 3PO3UBHO-SI3BEHHBIX 3a00/IeBaHUM XKeyKa H
12-nepcTHO# KUIIKK Ha3HAYaeT Bpayu-raCTpO3HTEPOJIOT.
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32.1. OcobenHoctH eueHns y nanueHToB B Bo3pacte no 18 net: KOCK
IX BBOIAT B HayanbHO# mo3e 60 — 80 ME/kr, 3aTeM B MOAEPKUBAOLLEH 103€
50 ME/kr xaxnsie 18 — 24 yaca B TedeHue 2 — 3 CyTOK.

33. Ilpy BHyTpHYEpENHOM KPOBOM3JIHSIHHH, peTpodapHHTeaTbHOM HIIH
PETpOIEpUTOHEANIBHON reMaToMe, IepesioMax TpyOUuaTeIX KOCTeH, KocTel Ta3a,
ob1mupHEIX MexMeIeyHsIx reMaroMax KOCK IX wasnavaror B q03e 80 — 100
ME/kr, 3ateM kaxasie 18 yacos 40 — 50 ME/kr mo 10 cyTok, 3aTeM Kaxable 24
yaca 40 — 50 ME/kr no 14 — 21 cyTok.

33.1. OcobeHHOCTH JieyeHHs y HMaNMEeHTOB B Bo3pacTe no 18 user. [lpu
BHyTpuuepenHoM kpoBousiusHud: KOCK IX naznauvaror B nmo3ze 80 — 100
EJI/xr maccel Tena B nepBeie cyTkH, 3aTeM KOCK IX B no3e 50 ME/Kr kaxsie
18 wacoB no 7 cyrtok; 3ateM KOCK IX 50 ME/kr uepe3 24 vaca no 14 cyrok.
I'emoctatnueckuit ypoBeHs ¢akropa IX B 1-to Hegemro 80 — 100%, Bo 2-10
Henemo — 10 60%, B 3-10 Heaemo — no 30 — 40%.

33.2. OcobeHHOCTH JieueHUs y MAaUeHTOB B Bo3pacTe a0 18 mer mpu
OMAaCHBIX MAJIA JXU3HH KPOBOTEYEHHUsX (peTpodapuHreasibHas, 3aOploLIMHHAS
reMaroma, OOLIMPHBIX MEXMbIeuHsIX remaromax): K®CK IX BBomar B
HavanbHOH n03e 80 — 100 ME/kr o 3 cytok, 3aTem moaaepxuBaroias no3a S0
ME/kr xaxapie 24 dyaca 7 — 9 CyTOK.

33.3. OcobeHHOCTH JieueHHs y TALUEHTOB B Bo3pacTe A0 18 jer mpu
IepejoMax JUIMHHBIX TpyOdaThix KocTeld M KocTell Ta3a: HayajlbHas J03a
K®CK IX 80 — 100 ME/kr, 3ateM noanepxuBatromas no3a S0 ME/kr kaxzable
24 yaca 510 14 cyTok.

34. JInsa remMocraTH4eckoro odecrneueHns: XUpypruieckux BMELIaTeNIbCTB
K®CK IX na3nauarot B no3e 80 — 100 ME/kr, 3ateM xaxzasie 18 yacos 40 — 50
ME/kr go 5 — 7 cyTok, 3aTeM Kaxnabie 24 yaca 40 — 50 ME/kr go 10 cyTok.

34.1. OcobenHocTH NleyeHus y maiueHToB B Bo3pacte Ao 18 ner. KOCK
IX naznauaror B mo3e 80 — 100 ME/kr B mepBele cyTkw, 3ateM 50 ME/kr
KaxJble 24 yaca 10 MOMEHTA CHATHS IIBOB.

I'JTABA 9
HMHI'MBUTOPHAS ®OPMA '’EMO®UIIMI A 1 B

35. Knunuueckue mposBiIeHHUs, CBSI3aHHEIE C ITOSBJICHHEM HHIHOUTOpA:

OTCYTCTBHE OXHAAEMOT0 TreMocTaThuueckoro 3¢dexra OT BBeIAEHUSA
pacueTHO# 1036l PaKTOPHOTO KOHIIEHTpATA,;

yrpata 3¢dekra OoT mNpoduUIaKTHUECKOH Tepamud IyTeM BBEICHUS
PEKOMEHIOBAaHHOH IIPOTOKOJIOM J103bl (DaKTOPHOT'O KOHIICHTPATA;

HEOOXOUMOCTD MOBBILIECHUS AO3bI WK YBEIMYEHHS KPATHOCTH BBEACHUS
(baKTOpHOr0 KOHIIEHTpaTa AJIs OCTAHOBKHA KPOBOTEUYCHHST;

BO3MOJKHO CJTy4aifHOE BBISIBJIEHHE UMMYHHOI'O MHTHOUTOpA B pe3ysbTaTe
CKpHUHHUHTa (0COOEHHO B JIETCKOM BO3pacTe).
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36. Teuenue HHrUOUTOPHOU HOPMBI FeMOQIITHH.

HMHrubuTopsl OOBIYHO BO3HUKAIOT MOCIE€ OTPAHUYEHHOIO KOJIMYeCTBa
BBEICHUI KOHLeHTpaTa ¢akTopoB cBepThiBaHuA KpoBU KOCK GVIII mnu pIX,
yaiie - B nepsble S0 AHEi BBEACHMUS.

Tutp uHrubutropa MoXer HU3MEHATHCA. MHruOUTOp B HHM3KOM THUTpE
MeHee 5,0 equnun beresna B 1 M (manee - BU/ml), ricue3aromuii CIIOHTaHHO B
TeyeHHe 6 MecsueB Ha (OHE NpOAOKAMOIIEWcss B MNpexHeM oObeMe
reéMOCTaTHYECKOH 3aMECTUTENBbHON Tepaniu — TPaH3UTOPHBIM.

37. JlaboparopHasi JMarHOCTHKa ¥ MOHUTOPHHI HHTHOMTOPHO# (popMEI
remounuu A u B.

37.1. MonexkynspHO-reHeTHYeCKOoe BhisiBieHHe MyTauuii rena GVIII wiun
$IX, accouMMpOBaHHEIX C BBHICOKMM pHCKOM MOSBJIEHHS HMMYHHBIX
MHTHOMUTOPOB, KOAryJOrM4YecKoe HCCleloBaHHe  MHTHOUTOPOB (HaKTOPOB
CBEPTHIBAHUS KPOBH BBINOJHSIOT B pecnyONHMKAaHCKUX CHelHali3UpOBaHHBIX
LEHTpax.

37.2. O6cnemoBaHue NANHEHTOB ¢ reModuimell Ha BHIABJICHHE
UHTUOMTOPOB BBINONHSIOT CTaHIApTHRIM MetodoM Bethesda, wnm meromom
Bethesda B mogudukanmu Nijmegen. Oana enunuiia beresga BU/ml (BE/min)
COOTBETCTBYET KOJNYECTBY MHTHOUTOpA B IJIa3Me KPOBH, KOTOPHIH IPUBOIUT K
camxenuio 50% axtuBHoctH QVIII (unmu ¢IX) B cmecH paBHBIX O0BEMOB
M1a3Mbl JOHOpPA U MIALMeHTa nocie 2 4 HHKy6anuu npu 37° C. MUHAMABHEIH
KJIMHHYECKH 3HAaYUMBIH YPOBEHb HHTHOMTOPHOH aKTUBHOCTU COCTABJISIET Oosiee
0,6 BE/mu1.

38. IloxpasmenstoT 1O TUIY MHIHOUTOPHOTO (aHAMHECTHYECKOIO)
oTBeTa:

HHU3KOpearupyolye MalueHTsl: YPOBEHb HHTHOUTOPHON aKTMBHOCTH Ha
TeKyIIHH MOMEHT MeHee WinM paseH 5,0 BE/mi; oTcyrcTBHe B aHaMHese
NOBBILIEHUS HHTHOUTOPHO!N akTUBHOCTH Oosiee 5,0 BE/mur,

BBICOKOpEarupyomue ManueHT: YPOBeHb WHMMOUTOPHONH aKTHBHOCTH
6omnee 5,0 BE/m. |

39. AJNropuT™M 3aMECTHUTENBHOH Tepanmuu IMPH TreMOpparuyecKux
3MU30Jax: o

39.1.«uu3Kopearupyromui»  HauMeHT (MOCTOSHHO  HU3KUH  THUTP
MHIHOMTOpPa) — I OCTAHOBKH KpoBOTeueHUst BROAAT KoHUeHTpaT ¢ VIII (PIX)
20-40 ME/kr remodunus A (B) Ha Kaxaylo eOUHHULY HHrubuTOpa
(MakcumanbHO A0 200 ME/Kr) iroc reMocTaTHyecKas 103a;

39.2. «BBICOKOpearupyromui» nanueHT (KaKk IpaBHJIO, BBICOKHHA THUTp
uHruduropa) — npekparuts npumenenne KOCK ¢VIII (IX). [nsa octaHOBKH
KPOBOTEUYEHHUS] HCIIOJIB3YIOT TeMOCTaTHYECKUE JIEKApCTBEHHBIE CPEJCTBA,
coJiepxanive KOHLIEHTPAT aKTUBUPOBAHHOTO pekoMOuHaHTHOTO (hakTopa rVlila,



17

KOHUEHTPAaT aKTUBHPOBAaHHHIX U HEAKTHMBHPOBAHHHIX (DAaKTOPOB CBEPTHIBAHMS
kposu (II, VII, X u [X). B mocnenyromem uckmounts BBeaeHne KOCK ¢VIII
(remodunus A) wn GIX (remodumis B).

39.3. Ilpu HaIMYUU HECKONBKUX (PakTOpoB HEOIArONpUATHOIO IIPOrHo3a
M TIpU BBICOKOM THTpPE MHTHOMTOpa MPOBOJAT yJaJ€HHE aHTUTEN C IOMOILBIO
nnasMadepesa WM UMMYHOCOPOLIMH B COYETaHUU C MMMYHOCYIIPECCHBHBIMH
JICKapCTBEHHBIMHU CPEICTBAMH.

39.4. Insd OCTaHOBKM KpOBOTCYECHHI, HEYIpOKAIOMIMX KH3HH, Y
MalMeHTOB €O cpelHed U Jierkod ¢opmamu remopuaud A H THTIPOM
uHrubuTopa MeHee S BE/Mi1, a Tak ke npu onepaTUBHEIX BMEILIATE/ILCTBAX HE
CBS3aHHBIX C BBIIOJIHEHHEM MOJIOCTHBIX OMNEpaluii, apTpOIUIAaCTHKH,
peno3unuy ¢GparMeHTOB JUIMHHBIX TpyO4aTrhix KOCTeH M KOCTeH Tasa
JOIYCTUMO MIpUMEHEHHEe JecMornpeccuHa (cM 1. 19.1).

40. OcraHOBKa KpOBOTEYEHHss M TreMocTarHdeckoe obecrieueHue
SKCTPEHHBIX XHPYPrHYECKHX BMEIIATENbCTB IpH WHrHOMTOpHOH (opme
remodunuu A u B.

TaKkTHKy reMOCTaTH4eCKOH Tepamuu ONPEAENSIOT C YYETOM TSDKECTH
KpPOBOTEYEHHS, THTpa HHIHOWUTOpa, NPEAUIECTBYIOLIErO AHAMHECTHYECKOTrO
OTBETa, IMPEAIIECTBYIOIIEr0 OTBETa HA TEpalUI0 IeMOCTaTHYECKHMH
JIEKapPCTBEHHBIMHU CPEJICTBaMU, COAEPXKAIIMMH KOHLEHTPAaT PeKOMOHMHAHTHOIO
¢akropa VIla, KoHIIEHTpAaT aKTHUBUPOBAaHHBIX U HEAKTUBHPOBAHHBEIX (HaKTOPOB
ceepteiBanus kposu (11, VII, X u IX).

41. KpoBoTeueHus, yrpoKarollyUe >XU3HH, I KyIHPOBaHHSA KOTOPBIX
HeoO0X0uMa JUTUTeNIbHas Tepanus (6onee 3 BBeeHHIN).

41.1.Y «uuskopearupyromux» nauueHToB — Beoaatr KOCK ¢ VIII 20 -
40ME/kr (remodmmus A) wia GIX 20 - 40ME/kr (remodunus B) Ha Kaxayro
eIUHUIy HHrHOuTOpa (MakcuMaisHO 10 200 ME/Kr) mmoc cOOTBETCTBYIOIIAsA
reMoctraTuueckas Jo3a. ECM KIMHUYECKH IeMOCTa3 He JOCTUTHYT — JICUCHHE
corjacHoO myHkTa 41.2 HacToswero Kinuaudeckoro rnmpoTokosa.

41.2. YV «BHICOKOpEArMpymOIIUX» MalUeHTOB C HHU3KHM THTPOM
uaruburopa (MeHee 5 BE/mi) Ha momeHT BBezeHuss KOCK — onHOkpatHOE
BBeaenne KOCK ¢ VIII (IX).

41.3. Tlpx BHICOKOM HMCXOAHOM THTpe HHruOGuropa (5 BE/Mn u 6ornee)
IIOKA3aHO yJaJieHHe aHTHTEN ¢ TIOMOLIBIO MazmMadepesa WM UMMYHOCOPOLIHH.
TTokazaHo IIpUMEHEHHE JIeKapCTBEHHBIX CpEICTB, CoJiepxKalUuX
akTHBHpOBaHHEIH (akrop VIla B moze 90 MKr/kr kaxzaele 2 - 3 vaca J0
OCTaHOBKM  KpOBOTE€UEHMS]  WJIM  KOHIEHTpaT  aKTMBHPOBAaHHBIX H
HEaKTUBHPOBAHHEIX (akTopoB cBepThiBanus KposH (11, VIL, X n IX) B mo3e 50-
100 ME/kr xaxnasle 8-12 4YacoB, MMMYHOCYIPECCHBHBIE JICKAPCTBEHHBIC
CpeICTBA COIJIACHO HUCCTPYKLHMHU IO NPUMEHEHHIO HA OCHOBAaHWM 3aKIIOYCHHA
BpaueOHOT0 KOHCUIIHYMA.
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42. TTopsimok IpUMEHEHUs TeMOCTaTHYECKHUX JIEKapCTBEHHEBIX CPEJICTB.

42.1. B xauecTBe reMOCTaTHYECKOrO JIEKAPCTBEHHOTO CPEACTBA NEPBOM
JUHUK pPEKOMEHIYeTCs paHHee MCIIONb30BaHUE JIEKApCTBEHHBIX CPEACTB,
colepKalluX aKTUBHpOBaHHEIH (akrop VIla — sntakor aneda.

42.2. B KadecTBe reMOCTaTHYECKOrO JIEKAPCTBEHHOI0 CpeACTBa BTOPOH
JIMHUM TIPY HEJOCTATOYHOM KIMHHYeCKoM dddekTe nocne BBeAeHUs 3 - 4 103
snTakor ajgbda s MPOJODKEHHS TeMOCTaTUYECKOH TepanMu HCIOJb3YIOT
KOHI[EHTPAT aKTHBHPOBAaHHBIX U HEAKTHBUPOBAHHBIX ()aKTOPOB CBEPTHIBAHHUA
kposu (I, VII, X u IX).

IpeaBapUTENbHO ONPENENAIOT coAepxaHne (GHOpPUHOreHa B KpOBH H
PErHCTPUPYIOT aKTHBHOCTH (PaKTOPOB MPOTPOMOMHOBOrO KOMIUIEKCA 10 H
IOCJIe BBEJIEHHUS JIEKApCTBEHHBIX CPEICTB, COAEpKALIUX KOAry/ISLHOHHEIE
¢dakTopHI.

42.3. TIpu OTMEHE JIEKapCTBEHHOTO CPEJICTBA dTAKOT ajbda U nepexone
Ha JICKQpCTBEHHBIE CpEACTBA, COJAEpXKallMe KOHIIEHTPAT aKTUBHPOBAaHHBIX U
HeaKTHBHUPOBAaHHEIX QakTopos cepthiBanus kpoed (II, VII, X u IX), nnreppai
BpeMEHH MeXIy WX HasHaueHueM NODKeH COCTaBJIATh He MeHee 4 4. Ilpu
OTMEHE JIEKApPCTBEHHBIX CPEJCTB, COAEPKAIUX KOHLEHTPAT aKTHBUPOBAHHBIX
H HEaKTMBHPOBaHHHIX (axropo ceepThiBanus kpou (II, VII, X u IX) u
1iepexojie Ha BBeIeHHe AITAKor anb(da, MHTEPBAJ MEKAY HUX HasHaYCHHEM Y
TMALUEHTOB B BO3pacTe crapiue 18 jieT Jo/DkeH cOCTaBIIATh He MEHee 48 YacoB.
Y Iereit B ciy4ae KpPOBOTEYEHHS, NPEACTABISIOLIETO Yrposy IJisl KHU3HH,
HHTEPBAJ] BpPEMEHH MEXIy BBEACHHAMH TIE€MOCTATHYECKHX JIEKapCTBEHHBIX
CpeJICTB, MPUHAIEKAIMX K PA3MIHBIM IPYIIaM, MOXeT OBITh COKpalleH 10 4
9acoB.

42.4. CoueraHHoe IIpUMEHEHUe aHTUGHOPHUHOIUTHYECKUX
JIeKapCTBEHHBIX CPEJICTB. |

42.4.1. AMHUHOKaNpoOHOBass M TpaHEKcaMoBass  KHUCJIOTBI ~ MOTYT
NPUMEHSATECS MECTHO NPH KPOBOTEYEHHUSAX M3 CIIM3UCTOM IOJNIOCTH PTa, HOCA,
IPH CTOMATOJIOTHYECKHX OIepalusaX OAHOBPEMEHHO C OMTAKOT anbda.

43, OpraHu3allMOHHBIE MEPONPHATHS IPH 3KCTPEHHBIX XUPYPrUYECKHX
BMeIIATebCTBAX y NAllHEHTOB ¢ HHTHOUTOPHOH popMoi reMopuIIHH.

Xupypruueckue  BMeELIATeNbCTBa  BBINOJHSAIOT B OpraHM3alMAX
3paBOOXPaHEHHUs, UMEIOIIUX B CBOEM COCTAaBE FeMATOJIOTHYECKOe OTAEICHHE U
CIIELIHAIM3UPOBAHHYI0  OMOXMMMYECKYI0  J1abOpaTOpHIO,  BBITOJHSAIOIIYIO
KOaryJoJOTH4eCKHe UCCIeIOBaHMs.

Xupyprudeckue BMELIATENBCTBA  JIOJDKHBI BHIMONHATECA ~ BpayaMH-
XApypraMd W BpadaMH-aHecTe3HoloraMM,  OOJajalolldMH  OMBITOM
BBITIOJIHEHHS OIIEepaliyii y HallMeHTOB C reMOGHUIIHEii.
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ITocne Xupypruyeckoro BMELIATENbCTBA MALMEHTHl HYXIAlOTCA B
3aMECTHTEJIBHOM Tepaluu U 1abOpaTOPHOM MOHUTOPHHIE B TEUEHHE HE MEHEE
14 nuei.

HeoOxonuMo HMeTh B HaJIMYHHA TE€MOCTAaTHUYECKHE JIEKapCTBEHHEBIE
cpencTBa, pekoMOUHaHTHBEIH (akrop VIla niy KOHIEHTpaT aKTHBUPOBaHHBIX H

HeaKTHBHPOBaHHBIX (hakTopoB cBepThiBaHus kposH (11, VII, X u IX).
43. ITpuoGperennas remopumus (nanee — I1IN)

43.1. AyrtouMMyHHOe 3a0ojieBaHHE, CBSI3aHHOE C  IIOSBJICHHEM
ayroantutest kK ¢VIII, nposenstomeecs nebunurom ¢VIII u TeHmeHuuen K
KPOBOTOYMBOCTH. AHTHTeJa MOTyT Hapymars BiamMogneicteue ¢GVIII ¢
dochonumumamu uix Qakropom BmneOpanga, a Takke OI0KHPOBATH
dyHkuu©o KoMiulekca (akropos, akrtuBupyoomux ¢X (¢axropsr [Xa, VIII,
bochonunuasl).

43.2.0mupemuonorus III. 3aGoneBaemocts IIIT B 00mmied mnomyssiuuu
coctaBisieT 1 - 2 ciryqast Ha 1 000 000 Hacenenus B rog. B nerckoMm Bo3spacte
3aBoneBaeMocTh coctaiser 0,045 cimyuaes Ha 1 000 000 poauBLIUXCS AeTel B
roJ. ’

43.3. Oruonorus II'. 50% caydaeB ABIAIOTCS HAHOMAaTH4YecKHMMH, 10
- 15% III' BHIABAAIOT B MO3AHEM IIOCIEPOJOBOM Mepuome, 35 - 40%
acCOLMHUPOBAHBI C ayTOUMMYHHBIMU 3a00JIEBaHUSMH, COJTMIHBIMH OITyXOJISIMH,
reMo0J1aCTO3aMH, BOCIIAJIMTENILHBIMU TPOLIECCaMH, KOKHBIMU 3a00JIEBaHHAMY,
uHpexkuussmu (renatut B u C) u noOOYHBIMH  peaKkLMAMHU Ha TIpHEM
JIEKapCTBEHHBIX CPEICTB.

44, KnuHuKo-1a60opaTopHble MPU3HAKU NMPHOOPETEHHOH reMOQHIIHH.

44.1. OtcyrcTBHE KOppeNdiMd MEXIy THTpPOM HHruOHTOpa WM
OIpeessieMEIM OCTaTO4YHbIM ypoBHeM ¢ VIIL.

44.2. OTcyTCTBHE KOppPEIALHMH MEXAY OIpeleseMbIM OCTaTOYHBIM
yposHeM (P VIII 1 TsHKeCTHIO KPOBOTEUESHHH (Halle OOIIMPHbIE TeMaTOMBI).

44.3, Vmmunenne tecta AUTB, mpu OTCYTCTBHHM ApPYrHX He(HEKTOB
reMocrasa (TpoMOOLIUTONIEHHUH, JIeKapCTBEHHO-MHAYLIMPOBAaHHOM
TPOMOOIIMTOIIATHH, KOAryJIONaTHH).

45. Jleuenne I1I'.

45.1. MuHUMM3aUsgd TPaBMAaTUYHBIX BMEIIATEJIECTB M XHPYPrUYE€CKUX
omnepanuii 10 spagukanuu uHruduTopa (yposeHn pVIII HopManusyercs depes
3 - 6 He#enr mocje Havyaja HWMMYyHocynpeccuBHOH Tepanuu). Ilpu
HEOOXOIUMOCTH XHPYPru4ecKoro BMeELIATEIbCTBA MCIOJIB3YETC
TpelU3HOHHAsd XHPyprudeckas TEXHUKA, BHITIOIHSAETCS TIATENILHBIH IeMOoCTas,
pa3pabaThIBAlOTCS aHECTE3UOJNIOTHYECKUE CTpaTerMu COEpeXEHHs KPOBH,
OCYIIECTBIISIETCs COOp U peuH(y3Usl SPUTPOLMUTOB.

45.2. TIpohunakTH4YeCKOe TeMOCTaTHYeCKoe OOeCIeYeHHUE YPreHTHBIX
IpOLIEAYP M XUPYPrUYECKHUX BMELIATENLCTB.
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45.3. Iloka3aHus K reMOCTaTHYECKO#M Tepamuu: OOIIHPHBIE SKXHMMO3BI
MIOJKOXXHBIE '€MAaTOMBI Y NTALIMEHTOB, UMEIOIIMX COMYTCTBYIOIIME 3a00eBaHs
U akTOpHI prcka TPOMOO30B.

46. JleueHne TSHKENBIX KPOBOTECUYCHHIA.

46.1. B xauecTBe Tepanuu NepBOil JIUHUH PEKOMEHAYETCS SMTAKOT alibdha
(akTUBUpOBaHHEI) B g03¢ 90 MKI/Kr Kakable 2 - 3 4aca A0 OCTaHOBKH
KpOBOTEYEHHSI.

46.2. B xadecTBe reMOCTaTHYECKOTO JIEKAPCTBEHHOTO CPEICTBA BTOPOMA
JIMHMHU TIPH OTCYTCTBUH 3((ekTa mociue BBeACHUS 3-4 003 3ITAKOr anbda I
IIPOJIOJKEHUs] TE€MOCTAaTUYECKOM Teparuu KOHIEHTPAT aKTHBHUPOBAHHEIX H
HeaKTHBHUPOBaHHBIX (pakTopoB cBepThiBanus KpoBH (11, VII, X u IX) B nose 50-
100 ME/kr kaxxasie 8-12 yacos.

46.3. AHTHQUOPHHOIUTHYECKUE U APYTHE JIEKAPCTBEHHEIE CPEICTBA.

46.4. Dpagukanus uHruOUTOpA.

46.4.1. Tepanus nepBoii JIHHAY.

- npeaHu3050H 1,0 MI/KI/CyTKH NepopajibHO 2 HeIeNlH C MOCTENeHHBIM
CHIJ)KEHUEM 03Bl B TCUEHHUE 6 HEJlelIb;

- Ipu HEe3(P(EKTUBHOCTH WIH Y «BBICOKOPEATHPYIOUIUX» ITAllHSHTOB:
npeaHu30ioH 1,0 MI/Kr/cyTku nepopalbHO 2 HeHeNMH C IOCTENEHHBIM
CHH)KEHHEM 03Bl B TeueHUe 6 Heleslb B COYETaHUH ¢ HuKIodpochamugom 1,5-
2,0 mr/kr/cytkd o 12 Hemenb BHYTPh (Ui MOXHJIBIX MAIMEHTOB J03a
cHmxaercs A0 1,0 Mr/kr/cyTku).

46.4.2. Tepanus Bropo# nuHuu. [Ipy HamMYMK MPOTHBOMOKA3AHUNA WIIH
He3((HEKTUBHOCTH TEpPAIMHU NEPBOM JINHUH PHMEHSIOT:

BHYTPHUBEHHBI HIMMYHOIJIOOYJIMH 4YejioBeKa HOpMaNbHEIH B go3e 2,5-5,0
I' OJHOKpPaTHO, 3aTeM B o3¢ 0,4 I/Kr B CyTKH B TeueHHE 4 - 8 IHEN;

HMMYHOJENPECCUBHEIE JIEKAPCTBEHHBIE CPEJICTBA COTTIACHO MHCTPYKLUHU

10 MPUMEHEHHIO U 3aKJIIOYEHUIO BpaueOHOr0 KOHCHITUYMa;
IpH HAJHYUH IIPOTUBOIIOKA3aHUN K UMMYHOZAENpPECCAaHTaM — BHYTPHUBEHHBIH
UMMYHOII00yJIMH 4eioBeKa HOpMaslbHOTO B J03e 0,4 r/kr B cyTku 1 pa3 B 3
Helenu, IpeJHu300H 1,0 MI/KI/CyTKU NepopabHO 2 HelelH ¢ IMOCTENICHHBIM
CHYDKEHUEM JO3bI B TEUEHHUE 6 HeeTb.

47. 3p¢heKTUBHOCTD TEPATMK 1 MOHUTOPHHT.

47.1. BeposarHocTe penuauBa gocturaer 15 - 20%. Peuuaus moxer
BO3HUKHYTb B TEYEHHE HECKOIbKUX MecCAlleB WM JieT Iocie Jedrora
3aboneBaHusl.

47.2. KnuHuKO-1ab0paTOPHBI KOHTPOJIb OCYIIECTBISAETCS NMPH IOJHOM
peMHCCHM Kaxable 1-2 Mmecsna B TeueHHE He MeHee 6 MecCsleB BpayoM-
reMaToJIOroM COBMECTHO CO CIELUATTUCTaMH APYTHX MPpOQuUiei.

473 Ilepen mnpoBeneHHEM IMPOLEAYPHl SpaMKalUH NPHOOPETEHHBIX
UHTHOUTOPOB 0GOPMIIIIOT AO0OPOBOIEHOE HHGOPMHPOBAaHHOE MNHCbMEHHOE
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corjiacue nalMeHTa, a B OTHOLLICHUH HECOBEPLUIEHHOJIIETHUX — COIJIaCHe OJHOI0
U3 pOAUTEIICH, YCHIHOBUTEIICH, ONIEKYHOB, IONIEYUTEIIEH.



