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FemocTaTnyeckasa Tepanusa — Tepanus, HanpaereHHas Ha
OCTaHOBKY KPOBOTEYEHMUS

Femodmunua A — HacneacTBeHHbIN AeduunT pakTopa CBEPThIBAHUS
kposu VIII
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daKkTop cBepTbIBaHUA KPOBMU - BENOK, coaepKallunincs B nnasme
KpoBu 1 TpomboumTax n obecnevnsaroLmim CBEPTbIBAHNE KPOBU
UHTerpanbHble TeCcTbl — 3TO NlabopaTopHble UccneaoBaHns, KOTOpble
in vitro MUTNPYIOT BONBLUMHCTBO (OU3NONOMMYECKMUX NPOLIECCOB
OCTaHOBKM KpoBOTEYEHUS. OHN HE aHANU3NPYIOT OTAENbHbIE
dpakTOopbl CBEPThLIBAKOLLIEN CUCTEMbI, @ XapaKTepU3yT KOHEYHbIN 3Tan
BCEro Kackaga cBepTblBaHUS — npouecc npespalleHme punbpmnHoreHa
B pnBpunH n obpasoBaHme PUBPMHOBOro CrycTka.

1. KpaTtkasa nidopmauus

1.1 OnpepeneHue

femopunus — aTo cuennieHHoe ¢ X-XpOMOCOMOW BPOXOEHHOE
HapyLLEeHWe nnasMeHHOro remocTasa, BO3HMKalLee B pesynbraTe
aeduumnTa unn otcyTcTeusa doaktopa ceeptbiBaHusa kposu VI (FVIII)
- remopunna A unu gaktopa ceeptbiBaHnsa kposu IX (FIX) -
remocounma B.

1.2 3Tnonormusa v natoreHes

"emocpunusa nepegaetcs no X-cuensieHHOMY peLeCcCUBHOMY NyTH
HacnegoBaHus. MpumepHo y 70% naumMeHToB uMeeTcs
NOSNOXUTENbHbBIA CEMENHbBIN aHamMHe3 no 3abonesaHuto. NpuynHon
remopunnn ABNATCA MyTauum reHa, kogupyrowme FVII (Xq28), nnu
reHa, kogupytowero FIX (Xq27). B 30-35% cny4yaeB BO3MOXHbI
crnopagudeckue mytaumm 6e3 Hanmuns ceMenHoro aHamHesa
3aboneBaHus.

1.3 Annaemumonorus

PacnpocTpaHeHHOCTb remounmm B obLLen nonynsaumm coctaBndaeT
1:10 000 HaceneHus. l'emodunua A ([A) BcTpeyaeTca valle, 4em
remocpununa B (I'B), n coctaBnsaet 80-85% obuiero uncna cnyyaes.
Mopasnaowee 605bWMHCTBO NALMEHTOB C reMOUITNEN — MYXXUUHBI.
N3BeCTHbI eauHMYHbIE CryYan reMoOUNumn y XXEHLLWH npu
HacnegoBaHUM reHa OAHOBPEMEHHO OT OTua (C remodoununen) n ot
Matepu (HocuTenb reHa), NMbo y XeHWMHbl C MyTaunen reHa Ha
OQHOW XpOMOCOME, KOr[a reH Ha Apyron He aktueeH (bonesHb
LLlepeweBckoro-Té€pHepa u Ap.). Y HEKOTOPbIX XXEHLWMH, ABNAIOLLMXCS
HocuTenbHuamu myTtaumin reHos FVIII unu FIX, Takke moryT 6bITb
KnuHn4yeckue npossnenust remodounum [3].

1.4 KogupoBaHue no MKB 10



D66 — HacnencTeeHHbIN geduumnT daktopa Vil

D67— HacneacTBeHHbI aeduunt daktopa IX

1.5 Knaccudmkauus

Knaccudukaumsa remopunmm no cteneHun TsHKecTn oCHoBaHa Ha
onpegeneHun aktnsHoctn FVIII un FIX (tabn.1) [3, 6, 21].

Tabnuua 1. Knaccucgpukauma remounum no cTteneHn TSXKeCTu
®opma AktuBHocTb FVIII/FIX

(Hopma 50-150%)

KnuHuuyeckue nposiBneHus

Tsxenas < 1% [e6toT 3aboneBaHns B paHHEM 4ETCKOM
BO3pacTe: peunanBuUpyoLWnNn remopparmyeckum

CUHAPOM NPEUMYLLECTBEHHO reMaTOMHOro Tmna
(NMpenMyLLecTBEHHO CMOHTaHHbIE

KpoBOTEYeHUs)

CpenHen

TSXKECTH

1-5%

Nerkasa >5% KpoBoTeueHUss BO3HMKAIOT NOc/ie TpasM Uamn
npv NpoBeAeHUN NHBA3MBHbIX BMeLIaTeNbCTB

Okono 60% Bcex aMarHoCTUPOBaHHbLIX CrlydaeB remounnum
COCTaBNAT TSHKENble N cpeaHeTsikenble hopmMbl 3aboneBanust, aAns
KOTOPbIX XapaKTepHbl CNOHTaHHbIE reMopparmyeckme ann3oabi
(NMpenmMyLLecTBEHHO reMapTpO3bl U reMaTOMbl MATKUX TKAHEN
pasnn4yHbIX Nnokanusayum). CteneHb TAKeCTN HapyLeHumn
CBEPTbIBAHUS KPOBU M KIMMHUYECKUX MPOSABNEHU NPU reModuUnnm
3aBUCUT, KaK NpaBuno, OT YPOBHS aKTUBHOCTW hakTopa B KPOBU,
OAHAaKO B KIMMHNYECKOW NpaKTUKe He BCerga CywecTByeT npsmas
Koppenaums mexay nabopaTtopHbIM U KIMHUYECKUM deHOoTMnamm
3aboneBaHus.

1.6 KnuHnyeckas kapTmHa

OcHoBHOe nposiBrieHne remounnum — KpOBOTEUEHUS U
KPOBOU3MUAHUS, BO3HMKAKOLWME CMOHTAHHO U1 BCNeaCcTBME TPaBMbl
(Tabn.2). F'A n 'B MMeIT CXOXYHI0 KNUHUYECKYIO KapTuHy [3, 16].
Tabnuua 2. KnmHu4yeckue nposiBneHMAa remocunumn

Buabi kposBoTeyeHuit/kpoBounanusaHun Yacrora, %

TunuyHble

FemMapTpo3bl KPYyNHbIX cyctaBos 70-90

FematoMbl (KPOBOU3JIMSIHUA B MbilLbl/MsIrkKue TkaHm) 20-40
KpoBoTeueHus ns camsmncrbix (HOCOBbIE, AEeCHEBbIE, JIYHOUKOBbIe) 10
Fematypumn 5-10

XusHeyrpoxatouwime

B LUHC 5

B XKT

B o6nactu wen/ropna

3a6prolIMHHbIE FreMaTOMbl

Onsa Taxenon coopmbl remopunumn xapaktepHo nosiBfieHue
reMmopparm4yeckoro cMHapomMa Ha NepBOM roay XXU3HU C Havana
aKTMBHOIo nepuopaa y pebeHka (remaToMbl MArKMX TKaHewn,
nocTrpaBMaTU4yeckue KpoBOTEYEHUS U3 CIIU3UCTbIX, FeMapTpPoO3bl).
NMopaxalTcsa B OCHOBHOM KpYIMHble CyCTaBbl: KOJIEHHbIE,
roneHoCTOMNHbIe, NIOKTeBbIe U Ta300eApeHHbIe.

Femodunua cpegHen TaXXecTn MMeeT cxoAHble nposaBneHus. lNMepBble
NpPU3HaKn, Kak NpaBuso, pa3sBuBalTCA nocrie roaa. Y naumMeHToB C
aKTUBHOCTbLIO (hakTopoB Gornee 2% pexe BO3HUKAKOT KPOBOUINUAHUA
B CyCTaBbl, 3a0plOWIMHHbIE reMaToMbl, remaTtypuu. Hanbonee



TUNU4YHbI NOCTTPaBMaTU4YeCKNe remaToMbl U ANUTENbHbIE
KpOBOTEYEeHUsA, 0OCOOEHHO Npu TpaBMax CIIM3UCTbIX 000NO4eK.

INerkas remocunnsa MoxeT HUKaK He NPOSIBNATLCSA Ha NPOTSXKEHUN
BCeW Xu3Hu. Flemopparnyecknm CMHAPOM OObIYHO BO3HUKaeT
BCrieACTBME 3HAYUTESIbHbIX TPAaBM UIU NPU XUPYPIrUYECKOM FIeYEeHUMN.
NMopaxeHne onopHoO-ABUraTenbLHOro annapara Bctpe4yaeTcs
Yype3BbIYaWUHO peako.

2. IlnarHocTuka

MHozue pekomeHOO8aHHbIe MemoObl duazHOCMUKU 3abosiegaHusi u
cesi3aHHbIX C HUM COCMOSIHUU UMerom o2paHuU4eHHYyr doKa3amesibHYH
6a3y (e coomeemcmeuu ¢ wkKanamu ouyeHku Y4 u YYP) no npu4uHe
omcymcmeusi NoCc8sW,eHHbIX UM K/TUHUYeCKux uccsiedogaHuu.
Hee3upas Ha amo, oHu siesiIsitoMcsi Heo6xo0OUMbIMU 3/IeMeHmamMu
ob6cnedoeaHust nayueHma 07151 ycmaHoeJsieHusi dua2Ho3a U ebibopa
maKmuku sie4eHusi, mak Kak 6osiee aghghekmueHbie u OOKa3aHHbIe
mMemoObI 8 Hacmosiujee epemMsi He pa3pabomaHsuil.

2.1 XXano6bl 1 aHamMHe3

HuazHocmuka 2emMogpuniuu Ha4yuHaemcs ¢ 8bisi8JIeHUSsT Hanu4usi
2eMoppaz2u4ecKo20 CUHOpoMa 8 aHaMHe3e y nayueHma u 4/1eHo8
cemMbU.

PekomeHpayeTcs npu cbope aHaMHe3a 3abosieBaHUA U CEMEUHOro
aHaMHe3a y BCeX NauMeHTOB BbISICHATb Hannume nposiBNeHun
reMopparm4eckoro CMHApPOMa: Xxanob6 Ha nerko nosiBNALWMECA
3KXMMO3bl U FTeMaTOMbl B paHHEeM AeTCTBe; BO3HUKHOBEHMUE
CMOHTaHHbIX KPOBOTEYEHUN (0COBEHHO B CyCTaBbl, MbillLbl U

MArkue TKaHu); ANUTeNbHbIX KPOBOTEYEHUN NOCTie TPaBM Unu
Xupypru4yeckoro smewartennctsa [3, 16, 21].

YpoBeHb yoeautenbHocTU pekomeHgauum D (ypoBeHb
[OCTOBEPHOCTU AoKa3aTenbCcTB — V)

KommeHTapuum: [JaHHble ceMeUHO20 aHaMHe3a rpuMepHo y 2/3
nayueHmoe coodepxxam yKa3aHusi Ha 2eMoppaauyecKue rposiesIeHus1 y
671u3KUX POOCMEBEHHUKOB 10 XXEeHCKOU JIUHUU (Y MY)XXYUH, pexe y
)JXeHWuH). []laHHbIe NepcoHasIbHO20 aHaMHe3a Mo2ym codepkamb
UHopMay U 0 2eMoppa2udecKux rnposiesieHuUsIx y nayueHma. lpu
cbope aHamHe3a 3abosieeaHusi Heo6xo0uMo obpawamb HUMaHUe Ha
Haslu4ue 2eMoppaz2uyecKux rnposiesiIeHUll 8 HeOHamaJsibHoOM rnepuode 8
eude KeghasiozemMamom, Hympu4vepernHbIX Kpo8ou3IussHuUU,
Kposomo4ueocmu u OsiumesibHOM 3a)KueJsieHuu rnyrno4yHol paHKu; y
2pYyOHbIX 0emel — 3KXUMO308, He C8sI3aHHbIX CO 3Ha4YUMoU mpaemod,
2eMamom Msi2KUX mKaHeU rnocJie HeaHadumesbHbIx yuwuboe unu
CMMOHMaHHbIX. Y HeKomopbix demel Kpoeome4yeHusi Mo2ym
omcymcmeoeamb Ha nepeom 200y KU3HU A0 mex rnop, noka pebeHoK
He HayHem xodumb [5, 19]. BaxxHo ob6pauwjamb 8HUMaHuUe Ha
Hecoomeemcmeue 8bIPaXxeHHOCMU 2eMoppa2u4ecKux nposiesieHul
msixxecmu npedwecmeosasuwel mpaeMbl, Ha peyudussbl
KpoeomeyeHuli



nocirie nepeu4yHoll ocmMaHoO8KU, He cesi3aHHble ¢ M08MOPHOU mpasmMol,
MaccueHble U (unu) MHo)XXecmeeHHblIe 2eMamoMbl, CUCMEeMHOCMb
2eMoppaaudecKux nposiesieHul (nposiesieHuUs passiu4Hou
JioKanu3ayuu), «crioHmaHHbIe 2eMoppa2u4deckue nposieneHusi». lNpu
Jsle2kou ¢ghopme 2eMohusiuu KpogomeyeHuss Mo2ym omcymcmeoeamb
do

nepeou mpaembl Ulu Xupypau4eckKkoe2o emewamesibcmea. Cé6op xanob
U aHaMHe3a no3eosium onpedenums 06emM obcsiedosaHus1 NnayueHma.
2.2 dnsmnkanbHoe obcnengoBaHue

PekomeHayeTcsa obOpalwiaTtb BHUMaHUe y BCeX NaLueHTOB Ha

Hanu4yme KOXXHOro remopparm4eckoro cCuHaApoma passimn4yHomn
BbIPaXXeHHOCTU B BUA€ MHOXECTBEHHbIX 3KXUMO30OB U reMmaToMm,
BO3MOXHbIX NMPU TAXXENON U cpeaHeTskenon chopme remopmnnmmn
dunsnkanbHoe obcnegoBaHMe NPOBOAUTCA C LieNblo ornpeodesieHust
msixecmu cOCMOsIHUSI nayueHma u Heo6xo0umMocmab rnpoeeodeHust
crneyuguvyeckou 3amecmumesibHOU u/unu 2emMocmamu4eckol mepanuu
[3, 16].

YpoBeHb yoeautenbHocTu pekomeHgauum D (ypoBeHb

LOOCTOBEPHOCTU AOKa3aTenbCcTB — V)

KoMMeHTapuu: 8bICOKOBEPOSIMHO 8bisiesIeHUE MPU3HaKoe

nopaxeHusi cycmaeoe 8 eude deghopmayuu, omeka u JI0KaslbHO20
noebiwWeHUs1 memMmrnepamypbl KOXu (ocmpbiU 2eMapmpo3) u/unu
npu3HaKkoe HapyuweHusi NodeuXxHocmu, o6ema 08UXKeHuUll cycmaeos,
a2unompoguu MbIWLY, KOHEYHOCMU Ha CMOPOHe NMopaXxéHHO20 cycmasa,
HapyuweHue noxoodku (Oeghopmupyrowasi apmponamusi).
PekomeHpayeTcsa Ansa yctTaHOBKU AnarHo3a remodunum

MUCcnosb30BaTb KpUTEepuu auarHosa remocpunum (npm

HanM4yMn remopparn4ecKoro CMHApPoMa B aHamMHe3e nauueHTa

W cemenHoM aHamHese) [3, 16, 21]:

1. oTCcyTCTBME NPUOOpPETEHHbIX KoarynonaTtuu;

2. cHnxxeHue aktuBHocTU FVIII/FIX Huxe 50%;

3. Hann4yue myTtauum reHoB FVIII nnun FIX.

YpoBeHb yoeautenbHocTU pekomeHagauum D (ypoBeHb

OOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)

KommeHTapun: duazHo3 ycmaHaenueaemcsi npu HaJu4duu Kak
MUHUMYM 08YyX U3 mpex Kpumepues.

2.3 JlabopaTopHasa AnarHoCTukKa

Bcem nayueHmam c yenbro ua2cHOCMUKU 2emogbusiuu rnpoeooumcsi
noamanHoe nabopamopHoe Koaz2ysiosio2cu4eckoe uccsiedosaHue.
PekomeHAayeTcA B KayecTBe NepBOro atana AUarHOCTUKM

remocpunum NnpoBoAUTbL BCEM NaLMEeHTaM KOarysnonorm4ieckum
CKPUHWHI: akmueupoeaHHOe Yyacmu4Hoe mpomborsiacmuHogoe
epemsi (AYTB), npompombuHoeoe epewmsi ([1B), mpombuHosoe epemMsi
(TB), koHueHmpauuro ¢gpubpuHozeHa (no Knayccy) u nodcyem
Konuyecmea mpomboyumoe. (2, 3, 16].

YpoBeHb yoegutenoHocTn pekomeHgaumm D (ypoBeHb



OOCTOBEpPHOCTU AoKa3aTenbCcTB — V)

PekomeHayeTca naumeHTam ¢ remopparm4eckKMuMm CUHAPOMOM MNpun
noao3peHun Ha reMmoPununio BbINONMHATL BTOPOM 3Tan

AWarHoCTUKU NpU BbISIBJIEHUM U30NIMPOBaHHOro yanmHeHuns AYTB,
nmobo npu oTCYTCTBUN U3MEHEHUN B XOAe CKPUHMHIa Yy NaLmMeHToB

C KIIMHUYECKUMU NpuU3HaKamm nerkouv ¢popmbl remocunumm:
akKTMBHOCTb pakTOpoB nrasmMmeHHoro remocTta3sa FVIII, FIX,

c¢dakTopa hoH Bunnebpanpa (VWF), chaktopoB cBepTbiBaHUA

kpoBu Xl n Xll [2, 21, 22].

YpoBeHb yoeautenbHocTn pekomeHgaumm D (ypoBeHb
OOCTOBEpPHOCTU AoKa3aTenbCcTB — V)

PekomeHayeTca nauueHTam € BbiSIBIEeHHbIM CHMXXEeHUeM

aktuHocTtu FVIIl unu FIX TpeTbum aTanom AnMarHoCTUKKU

BbIMOJIHATL onpeaesrieHne cneundunyeckoro MHMIMoUTopa K
CHMXeHHomy chpakTopy [15].

YpoBeHb yoeautenbHOCTU pekoMmeHaaumm A (ypoBeHb
AOCTOBEpPHOCTU Ai0Ka3aTenbCTB — |)

KommeHTapuu: nonyyeHue makcumasnbHO20 Konud4ecmea OaHHbIX
crnocobcmeyem eepughukayuu duazHo3a U UCKI/THOYEHUI
npuobpemeHHbIx deghuyumoes ghakmopoe ceepmsieaHusi kpoeu VIII/IX,
a makixe UCKTI0YeHUro deghuyumoe dpyaux ¢ghakmopoe ceepmbi8aHus
Kpoeu. [jna cemoghunuu xapakmepHo yeesnudeHue AYTB, yonuHeHue
epeMeHU ceepmbi8aHUsI Kpo8U IMpu coxXpaHeHuUu opyaux rnokaszamersel e
npedenax HOpMaJsibHbix 3Ha4eHul. Heo6xodumo umems 8 audy, 4Ymo
npu npoeedeHuUU CKPUHUH2a Yy nayueHmoe c sie2koti ghpopmMou
2eMoghusiuu 803MOXXHbI HOpMarsibHble 3Ha4YeHus1 AYTB. lpu cHuXxeHuu
aKmueHoCmu HecKoJibKUX ¢ghakmopoe ceépmbigaHusi Kposu u/unu
yOnuHeHuu ¢gpocghonunud-3zasucumbix mecmoe (AYTB ¢
YyyecmeumesibHbIMU peaKkmueamMu) rnpoeooumcsi onpeodesieHue
Hecrneyugu4yeckKko20 uHaubumopa (80s14aHOYHO20 aHMUKoOaz2y/IsiHma).
PekomeHayeTcs Npu BbISIBNIEHUMU Y NAaLUEHTOB U30SIMPOBaHHOIO
cHmxeHus FVIII nnu FIX npoBeaeHne MmonekynsapHo-reHeTU4eCKomn
anarHoctuku HapyweHun FVII, FIX dns ucknroyeHus
npuobpemeHHbix de¢huyumos FVIII, FIX [13, 15].

YpoBeHb yoeautenbHOCTU pekomeHaaumm A (ypoBeHb
AOCTOBEpPHOCTU Ai0Ka3aTenbCTB — |)

OwarHocTuka MHrmnomntopHomn cpopmbl remocunum

PekomeHayeTca BceM nauueHTam ¢ remodunmen ans

avarHoctuku nHrnomnrtopa K FVIII/FIX ncnonbsaoBaHue metona

BeTtesna B mogudcdmkaumm HumereHa, eamHULbl U3MEepPEeHUs —

bete3na eanHuua (BE) n noatBepxxaeHue aguarHosa nytem
NOBTOPHOro onpeaerieHust MHrAMoUTopa ¢ HTepBanom B 1 Hegento.
OwarHo3 nHrmMémTopHon remopunmMn yctaHaBrmBaeTcs Npu TuTpe
mHruouropa 2 0,6 BE [1, 3, 7, 16].

YpoBeHb yoeautenoHocTn pekomeHgauum C (ypoBeHb
AOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)



KommeHTapuu: lTloOmeepx0eHue Hanu4vuss uHaubumopa u
onpedesieHUe e20 mumpa 8bINMOoJIHSIemcs 8 Koa2ysios102u4ecKol
nabopamopuu. Y demeli oueHka Hanu4usi uHaubumopa 0oJmKHa
npoeodumabcsi Kaxobie 5 OHel nepebie 20 []B, kaxosbie 10 OHeli ¢ 21 do
50-u 4B, a 3amemM He meHee 2 pa3 6 200 0o 100 4B. Y nayueHmoe ¢
6onee yem 100 B npenapama oyeHKa Hanu4yusi uH2aubumopa OoJ/mKHa
npoeodumsbcs 1 pa3 e 200 u GoNo/THUMEsIbLHO 8 cJ1edyruwux
cumyauyusix:

CHUXeHue 3¢hghekmuesHOCMU 3aMmecmumesibHOU mepanuu ¢ghakmopamu
npu eeedeHuu adeksamHbix 003, MosieJsiIeHUe uu yeesiudeHue
Kosiudyecmea KpoeomedyeHul Ha npogusriakmu4yecKkou mepanuu,
omcymcmeue docmamo4HO20 roebIWeHUs1 YPOo8HsI ¢hakmopa 8 Kposu
nocne esedeHusl npenapama.

Kpome mozo, QuaezHocmuka uHaubumopa makxe OOJIKHa
npoeodumabcs 8 criedyruw,ux cumyayusix:

npu cmeHe npenapama (Yyepe3 10-20 4B u 4epe3 6 Mmecsiyuee mepanuu);
nepeod xupypau4eckuMu eMewamesibcmeamu u nocJsie onepauyuu npu
omcymcmeuu adeKkeamHo20 MoeblWeHUs1 ypoB8Hs1 hakmopa e Kposu
nocrne esedeHusl npenapama;

yepe3 4 Hedesiu nocsie OKOHYaHUsl rMPoeeodeHUss UHMeHCcU8HOoU mepanuu.
Knaccugukayuss uHaubumopoe:

mump uHaubumopa < 5 BE - uHaubumop e HU3KOM mumpe
(HuU3Kopeaaupyrowuu)

mump uHeubumopa 2 5 BE - uHaubumop e 8bLICOKOM mumpe
(ebicoKkopeaaupyrouwull)

UH2ubumopsbl 8 HU3KOM mumpe Mmo2ym 6bimb MPaH3UMOPHbLIMU U
ucyezamb 8 mevyeHue 6 mecsiyes. MH2ubumopbl 8 8LICOKOM mumpe
06bI4YHO HOCSIM NMOCMOSIHHbLIU xapakmep. lpu dnumenbHOM
omcymcmeuu 3aMmecmumesibHOU mepanuu ux mump Moxxem
CHU3UMbCS, HO NMPU 80306HOBJ/IEHUU Mepanuu MoXXxem pa3eumbCsi
aHaMHecmu4eckas peakuyusi yepe3 3-5 dHell.

lMpu oyeHb HU3KkomM mumpe (< 0,6 BE) uHaubumop moxxem He
8bIsiesIIMbCSs nNpu uccredosaHuu memooom beme3da, HO Moxem
obycnaenueamsb yKopo4YeHue nepuooa rnosiyebieedeHusi u
eoccmaHoesieHuUs ghakmopa.

2.4 UHcTpyMeHTanbHasa auarHocTuka

PekomeHayeTcA BCceM NnauueHTamM MHCTPYMeHTarnbHas
OWarHoCcTMUKa s yToOMHeHUs gmarHosa remoomunum m npoBegeHusA
anddepeHumManbLHON AUAarHOCTUKKN C APYrMMun 3aboneBaHMAMM C
BO3MOXHbIM HanmMimem remopparm4ecKkoro CUHApoma,
no3BonsioLwas BU3yanm3mpoBaTb KpOBOTEYEHUA/KPOBOUINUAHUSA
pPa3nNM4HbIX NOKanu3auumn, a Takke BbISABUTb OCJIOXXHEHUA
remopparmyeckoro cuHgpowma [3, 16].

YpoBeHb y6eautenoHocTn pekomeHgaumm D (ypoBeHb
AOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)

KommeHTapuu: 1o noka3zaHusim npoeodumcsi:



330ghaco2acmpodyoGeHOCKonusl, yibmpa3eykoeoe uccsiedoeaHue
cycmaea, ynibmpa3eyKkoeoe uccsiedogaHue op2aHoe 6prowHou
nosocmu,

ynbmpa3seykoeoe uccsiedogaHue Mo4yeeblieodsiuux nymedu,
ynibmpa3seykoeoe uccsiedogaHue 3abproWUHHO20 NpocmpaHcmea,
Maz2HUMHO-pe30HaHCHasi momMozpadghusi cycmaea, Msi2Kkux mkaHel,
Maz2HUMHO-pe30HaHCHasi momMozpaghusi 2071086 HO20 M0O32a,
peHmaeHozpaghusi cycmaea, KOMnbromepHasi momozpaghusi op2aHoe8
2pyOHoOll KflemKu, KoMnbomepHasi momozpaghusi 20/1086HO20 MO32a.

2.5 KoHcynbTauum cneyuanmcToB

PekomeHayeTCs NpU HaNnMyYnm KNMHNYECKMX NPU3HAKOB
reMmopparmyeckoro cmHapoma naymeHTtam c remodunmen ans
NoATBEPXAEHUSA HaNMM4YUA remopparmyeckux nNposiBrieHun (Mnu nx
nocneacTBMMU) KOHCYNbTauum Bpaven-cneuunanucros [3, 6, 16].

Mo nokazaHMAM BO3MOXHbl KOHCY bTaLUK:
TpaBMaTtonora-oprtoneaa

xupypra

ypornora

HeBpoJsiora

OTOpPMHONapUHrosnora

cTomartonora

YpoBeHb yoeautenbHocTu pekomeHagauum D (ypoBeHb
AOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)

KommeHTapuun: noseonsrom onpedeniums HapyweHUsl 8 Pa3/iudHbIX
ope2aHax u cucmemax ecsiedcmeue cocmosigwe20cs (nepeHeceHHo20
paHee) Kposaome4eHUsi/KpoO8OU3TUSIHUSI.

2.6 lononHuTenbHbIEe UccnegoBaHus

PekomeHayeTcs naumMeHTamM B criyv4ae HEBO3MOXHOCTHU
npoBeAeHUA NOSTHOLEHHOIo TPEX3TanHOro Koarysrosiorm4eckoro
o6GcnenoBaHust, a TakkKe B Crlyvyae KOHTPOns Teparnuu, BbINosiHeHue
MHTerpanbHbIX TECTOB OLleHKM reMocTa3a A1l BbISABNEeHUs U
MOHUTOPMHIra HapyLweHMN B CBepPTbIBalOLWEen CUCTEME KPOBU
(TpombGoaguHamukm, Tpomboanacrorpacdum, Tecta reHepauumn
Tpom6uHa) [11, 13, 16].

YpoBeHb yoeautenbHoCcTU pekomeHagauum D (ypoBeHb
OOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)

3. JleueHue

3.1 KoHcepBaTuBHOE rfieyeHune

PekomeHayeTCcs naumeHTam ¢ remocunmen nposegeHme
cneumncpunyecKkon 3amecTUTENIbHON TepanmMu KOHUEHTpaTaMmu
c¢hakTOopoOB cBepTbiBaHUSA KpoBU. CTPOro pekomeHayeTcs
MUCMNoSib30BaTb OYULLUEHHbIE, BUPYC-UHAKTUBUPOBaHHbIE
npenapartbl, U3roTOBMeHHbIe N3 JOHOPCKOM Nia3Mbl YerioBeKka —
nnasmatnyeckue (dpakrop ceBeptbiBaHus kposu VIII** (PCKVIII),
c¢akTop cBepTbiBaHUA KpoBM IX** (PCKIX**), dakTop cBepTbIBaHUA



KpoBu VlllI+dakrtop BunnebpaHga**, aHTMMHIIMOUTOPHLIN
KOarynsaHTHbIW KOMMMEKC**) NN peKOMOMHaAHTHbIEe KOHLLeHTpaTbl
cdakTopoB cBepTbiBaHUSA (OKTOKOI anbda**, MOPOKTOKOr anbpa**,
HOHakor anba**, antakor anbda (aKTMBMPOBaHHbIN)**,

CUMOKTOKOI anbda**, TYpoKToKor anbca). [lo3bl npenapaTtoB
paccuynTbIBalOTCA OTHOCUTESILHO Macchl Tena, He3aBUCUMO OT
Bo3pacTta. YacTtoTta BBeAeHUA 3aBUCUT OT pexnma tepanum [14].
YpoBeHb yoeautenbHOCTU pekomeHaauumn A (ypoBeHb
AOCTOBEpPHOCTN fi0Ka3aTenbCTB — |)

KomMmeHTapuu: KoHueHmpameoi > XAwdakTtopoB cBepTbiBaHUA
KpoBM

BBOASATCS BHYTPUBEHHO. Yalle Bcero ucnonb3syetcs 6ontocHasn
MHY3MA CO CKOPOCTbLIO, peKOMeHAOBaHHOW nNpousBoauTenem. B
peakux criy4asix BO3MOXHO NpUMeHeHUe HenpepbiBHOW MHY3MKU NpuU
HanuM4YMnm Noaoo6HOro onbiTa y nevyawero Bpada. CoBpemeHHas
Tepanua remocdunum 6asmpyeTcs Ha NpUHLUMNE «AOMaLLHero
neyeHus» (NpocdunakTM4ecKom Unm no TpedboBaHuUIo).
O6sa3aTenbHbIMU YCIOBUAMU NS MPOBeAEeHUA «4OMaLLUHero fevyeHus»
ABNAIOTCA: HanM4yume y naumMeHTa remoctatu4eckux npenaparos
(npenapaTt HaxoaUTCA TaM Xe, rae NauueHT), peLleHune o

NPUMEeHeHMU reMoCcTaTUYeCKOro npenapara npMHUMaeT naumeHT

WUIN ero poACcTBEHHMKN B COOTBETCTBUM C peKOMEeHAauamMm
remMartosora, naumMeHT u/unum ero poacTBeHHUKU OOyYeHbl NpaBunam
XpaHeHns U NCNONb30BaHUA NpenapaTos.

B HacTosiLee BpeMs HeT OCHOBaHMK AN NpeanoyYTeHUs TOn Unu

MHOM rpynnbl KOHLEHTPAaTOB (paKTOPOB CBEPTbIBaHUS KPOBMU:
nrasmMaTtmyeckux (coaepxawmx Unu He cogepxawimx cakrop
Bunne6paHaa) unm pekoMmouHaHTHbIX. [TOCKONbLKY YacTasa cMeHa
TOProBbIX HAMMEHOBaHUM NpenapaToB pakTopa CBEepPTbIBaHUSA

KpoBu VIl n IX moxeT npuBecTH K NOBbILUEHUIO PUCKa pa3BUTUA
MHrMobMTOpa, XenaTenbHO co3aaThb YCNOBUA ANA NPUMEeHEeHUs
nawuMeHTOM OAHOro HaMMeHOBaHUA B TeYeHUe ANUTeSNIbHOro BpeMeHMU
(Ha npoTsixkeHUn mHorux neT). NMpeagnoyTeHne otaaeTcs ToMy
npenaparty, KOTOpbIX Npu paBHOM 3P hHeKTUBHOCTHU flyyLle BCero
nepeHOCUTCA NaLMeHTOM, UMeeT nyywme cpapMakoOKMHeTU4YecKne
MHAMBMAYaNbHbIE NOKa3aTenu u Hanbéornee yao6eH B UCNONb30BaHUM,
MCXOAS U3 KOHKPeTHbIX ycnoBuin. CMeHa JiekapcmeeHHo20 cpedcmea y
KOHKpemHoe20 nayueHma npu omcymcmaeuu 3apeaucmpupo8aHHbIX
He)XxeslameJsibHbIX siefIeHUll Ha egedeHuUe UCnoJiIb3yeMo20 npenapama u
ydoesniemeopumesibHOM K/TUHU4YEeCKOM omeeme Ha meparuro 803MOXKHa
nocsie 100 3KCnNo3uyUOHHbIX OHell ee0eHUsI KOHUeHmMpamos
¢ghakmopoe ceepmbieaHusi kposu. (lpunoxeHue I).

PekomMmeHayeTca naynmeHTam Npu OTCYTCTBUUN KOHLIEHTPATOB

c¢hakTOpOB CBEpTbIBAHUS KPOBU UCMOSNIb30BaHUEe HEOUYULLIEHHbIX
npenapaTtoB — KOMIMOHEHTOB KPOBM (CBeXe3aMOpPOXXEeHHOU NJia3Mbl
unu Kpuonpeuunurara) [14, 17].



YpoBeHb yoeautenbHOCTU pekomeHaauun A (ypoBeHb
AOCTOBEpPHOCTU A0Ka3aTenbCTB — |)

KommeHTapumn: He Q0/mKHO S8J15iMbCsl MOCMOSHHOU NMpaKmMukKoll.
JleyeHune kpoBoTe4YeHUn (No TpebGoBaHUIO)

Bo Bcex cnyyasax ne4vyeHUs KpOBOTEYEHUSA Yy NaLUEHTOB C
remodunuen pekomeHayeTcs cpasy MCNOMb30BaTb AOCTAaTOYHYHO
003y KOHUeHmpamoe ¢hakmopoe ceepmbi8aHUsi KpoeUu U cobnaaTtb
KpaTHOCTb BBeAeHus1 npenapara [10, 22].

YpoBeHb yoeautenbHoCTU pekomeHaauum B (ypoBeHb
OOCTOBEpPHOCTU AoKa3atenbceTB — |lI)

KommeHTapuu: Pacyem 003bl KOHUeHmMpamoe ¢ghakmopoe
ceepmbi8aHUs1 Kpo8U U npodosmKumesibHoCmb JieYeHusi nposoodumcs
ucxo0si U3 yesieeo20 3Ha4YeHuUs1 akmueHocmu deghuyumHo20 ¢hakmopa
u

euda kpoeomeyeHusi (lMpunoxeHue IN). lMonoxumenbHasi OUHaMUKa
KJIUHUYeCKUX MposiesieHuUll 2eMoppa2uyecKko20 CUHOpoMa y nayueHma
dosmkHa 6bImb docmuzHyma e me4vyeHue 24 yacoe om Ha4asia mepanudu.
Ucnonb3oeaHue HealekeamHO HU3KOU 003bI U Hecobs1r00eHuUe pexuma
esedeHusi Npusodum K CHUXeHUr 3ghghekmueHocmu, yxyoOuweHUro
COCMOSsIHUS U yeesiu4yeHuro pacxoda npenapama. HeadekeamHo
ebIiCOoKasi do3a Mo)xem rnpuseecmu K pazeumuro mpomb60o3oe u
HeornpaedaHHO noebiulaem pacxood npernapama.

Umerowuecsi uHOueudyasibHble KonebaHusi hapMaKOKUHeMuU4YeCKuUxX
napamempoes y Kkaxxdo20 nayueHma mMmo2ym nompebosams
nepcoHuguyupoeaHHoOU oUeHKU hapMaKoOKuHemu4ecKkol Kpueou rno
nokasaHusiM. B cny4ae ecnu y nayueHma makou aHasu3 rnpoeeoeH,
pacyem 003bl U KpamHocmMu eeedeHusi OJHKeH npPoeodumbCsi
creyuasucmomM ¢ y4emom uMerouwuxcsi 0aHHbIX.

PekomeHpayeTcs npu pacyeTe 403 KOHLUEHTpaTa nNpu nevyeHnmn
NauMeHToB, NP OTCYTCTBUM AAHHbIX 00 MHAMBUAYanNbHbIX
0CObeHHOCTAX papMaKOKUHEeTUKN, BCeraa ucnosib3oBatb
ycpeAHeHHble 3Ha4YeHus, NpuBeaAeHHbIe HUXKe: nepuoa
nonyBbiBeaeHus FVIIl coctaBnsaeT okono 8-12 yacos, nepuopg
nonysbiBeaeHus FIX coctaBnsaeT okono 24 yacos [10, 20].

YpoBeHb yoeautenoHocTn pekomeHgauum D (ypoBeHb
OOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)

KommeHTapuu: npu esedeHuu 1 ME/k2 maccbl mena nayueHma
akmueHocmb FVIII noebiwaemcsi, 8 cpedHeM Ha 2% (y nayueHmoe
cmapuwe 200a) (eoccmaHoesieHue akmueHocmu FVIII - mecm
eoccmaHoeseHus = 2), FIX — e cpedHem Ha 1% (mecm
eoccmaHosJsieHus1 = 1).

Y demeli nepeo2o 200a XU3HU cmerneHb MNoebIWeHUs1 akmueHocmu
FVill moxxem 6bimb meHbwe — 1%.

Pacyem 0o3bl koHUyeHmpama ®CKVIII** dns nayueHmoe cmapuwe 1
2o0a: [Joza (ME) = macca mena x (mpebyemasi akmueHoOCmMb —
6a3anbHasi akmueHocmb) x 0,5.



Pac4yem do3bl koHUueHmpama ®CKVIII** y demeli nepeoz2o 200a
)Xu3Hu: [Jo3a (ME) = macca mena x (mpebyemasi akmueHOCMb —
6a3anibHasi akmueHOCMb).

Pacyem 9do3bI koHYyeHmpama PCKIX**: [loza (ME) = macca mena x
(mpebyemasi akmueHocmb — 6a3asibHasi akKmueHoOCMb).
PekomeHayeTcs BCceM nauueHTam ¢ remodunuen ansa

3KCTPEHHOro KOHTpons 3chPeKTUBHOCTU Tepanum ncnonb3oBaHue
Tecta A4YTB nnu tpomboanacrtorpacpum (Heo6x0a4MMO NONYUYNUTb
HOpMarsbHble UNM CyOHOpMaribHble 3Ha4YeHUs), OA4HAKO, AAaHHbIe
3TUX TECTOB He no3sonsT audgepeHUMpoBaTbL 3HAYEHUS
aKkTMuBHOCTHM Bbille 40% — 50% [16, 21].

YpoBeHb yoeautenbHocTu pekomeHgauum D (ypoBeHb
AOCTOBEpPHOCTU Ai0Ka3aTenbCcTB — V)

KommeHTapuu: Yyumsbieas eapuabenbHocmb
¢hapMakoKuHemu4YeCcKux rnokazameJsiel y KaXxo0o20 KOHKPemHo20
nayueHma, 3amMmecmumeJsibHasi mepanusi mpebyem KJIUHU4Y€CKO20 U,
npu Heobxodumocmu, nabopamopHo20 KoHmMpossi. KnuHu4eckuti
KOHMpOJIb OOJKeH NMpoeodumbCsi 2eMamoJio2oM npu obpauwjeHuu
nayueHma, pooumeJsisiMu U caMuM rnayueHmom nocmosiHHo. B ocHoee
KJTUHUY€CKO20 KOHMPOJIs1 JIeXXUMm OyeHKa QUHaMUKU 2eMoppa2udecKux
nposiesieHUl u ee cornocmaesieHue ¢ npoeodumMol 3amecmumesibHOU
mepanueu. JlTabopamopHbIli KOHMPOJIb 8K/TIOYaem onpedesieHuUe
akmueHocmu degpuyumHo20 ¢ghakmopa 8 Kposu, mecm
eoccmaHoesIeHUsl, OUeHKY ¢hapMaKoOKuHemu4Yeckou Kpueou (¢
pacyemom nepuoda nosyebieedeHusl). Ansi oyeHKu
pe3ynibmamugHoCcmMu 2eMocmamu4eckol mepanuu 03MOXHO
npoeedeHue uHMezpasibHbIXx mecmoes: mpomboasacmozpaghusi, mecm
2eHepauyuu mpomb6buHa, mpomb6oouHaMuka 8 OUHaMU4YeCKOM
HabnrodeHuu.

JleyeHne B pexume npodunakTMku

PekomeHayeTcs paHee Here4vyeHbIM nauueHTam € TSXKenon u
cpeaHeTskenoun cpopmomn remocpunmum nposeageHme nepBUYHON
NpodUNaKTUKKU C LUesnblo NpesoTBpalleHuss BO3HUKHOBEHUS
CMOHTaHHbIX KPOBOTEYEHUN, Pa3BUTUSA reMopunmIecKkomn
apTponaTtMm U MUHBanuauM3auuMm NnayueHToB NO NPOTOKONY
«TOonepusauum N 3awWmTbi» € y4eToM (hakToOpoB pMCKa BO3MOXHOIO
pa3BuUTUA MHrIMOUTOpPa: Havyano Tepanuu ot 10 oo 20 mecsues
XU3HU B TeueHue 1-50 [1B BHe anu3oaa KpoBOTEYEHUA UMK
onepaTUMBHOro BMelwaTenbcTBa B Ao3e 25 ME/kr maccbl Tena 1 pa3 B
Hegento ®CKVIII/IX. Mocne 50 B npn Hanu4nMu anu3onos
KPOBOTEYEHUA PeKOMeHAYeTCs yBeJNIMYUTb YacToTy BBeAEeHUA
npenaparta go 2 pa3 B Hegenr, Npu COXpaHeHMU 3NM3040B
KpoBoTeuyeHusi — oo 3 p/Hepgento. MNMocne 100 oHen BBegeHUsA —
nepexon Ha cTaHAAPTHbLIN peXxXnm npodunakTukm [5, 10].

YpoBeHb yoeautenoHocTn pekomeHgauum C (ypoBeHb
AOCTOBEpPHOCTM AoKa3aTenbcTB — |ll)



KommeHTapum: lIpogunakmuyveckas 3amecmumersibHasi mepanusi
KOHUeHmpamamu ¢ghakmopoe ceepmbieaHusi Kpoeu — Heobxodumoe
ycrioeue coxpaHeHus1 hu3uvyecKo20 U rcuxos102uv4ecko20 300p0o8bsi
nayueHmoe ¢ mspkesoll u cpedHemsnkesnol 2emoghusnuell.
lNpocghunakmuka 3aknro4aemcss 8 cucmemMamu4eckom npuMeHeHuUU
ghakmopoe ceepmbigaHUsi KPO8U C Uyesiblo npedomepauw,eHusi
KposomeyeHul u pazeumusi 2emoghusiu4eckol apmponamudu.
lNpoghunakmuyeckass mepanusi, Komopasi Ha4uHaemcs npu
omcymcmeuu npu3HaKoe rnoepexxoeHusi cycmaeos, 00 mpexsiemHez0
eo3pacma u xomsi 6b1 0 mopo20o 3nu3oda eeMapmpo3a Ha3bleaemcs
nepeu4yHou.

lNepeuyHas npoghunakmuka siesissemcsi Haubosee aghghekmueHoll ons
npedomepauw,eHuUs1 NopaKeHusi ornopHo-deu2amesibHO20 annapama.
PeweHue o Ha4yasie NTOCMOsIHHOU npoguriakmu4deckou
3amecmumesnbHOU mepanuu Heo6xo0uMo nNpuHUMamsp ¢ y4emom
cocmosiHUsi eHo3Ho20 docmyna. [lpu Heo6xodumocmu Moxem
pewamsbcsi eornpoc 06 ycmaHoeke UeHmpasibHo20 8 6HO3HO20
Kamemepa.

PekomeHayeTcA naumMeHTam ¢ 4YacTbIMU NOBTOPSAOLWMMUCA
KPOBOM3NUAHUAMMU B CyCTaBbl (0COOEHHO B CyCTaBbl-MULLEHW)
NPOBOAUTbL BTOPUYHYIO UITU TPETUYHYIO NPOUIAKTUKY.
PekomeHAyeMbIM CTaHAAPTHLIM PEXXUMOM BTOPUYHOMN U

TpeTU4YHOM NpochuNaKkTUKN ABNAETCA NH(Y3MA KOHLEeHTpaTa

PCKVIII** B no3e 20-40 ME/kr 1 pa3 B 2 agHA unu 3 pa3a B Hegento
naumeHTam ¢ N'A n PCKIX** B no3e 25-40 ME/kr 1 pa3 B 3 gHA nnun

2 pa3a B Hegento nauueHTam c I'B [5, 14, 15, 18].

YpoBeHb yoeautenbHOCTU pekoMmeHaauun A (ypoBeHb
[OCTOBEPHOCTU AOKa3aTenbCTB — |)

KommeHTapuu: lNpoghunakmuyeckass mepanusi He ycmpaHsiem yxe
pa3susuweecs rnospexdeHue cycmasa, HO yMeHbWwaem 4acmomy
Kposomeu4yeHul u Mo)xem 3aMmelIumb rnpozpeccuposaHue 3abosiegaHus
cycmaeoe u ysiy4duwumb Ka4ecmeo XKU3HU.

BmopuyHas npogunakmuka Ha4uHaemcs nocJsie oayx usnu 6osnee
2eMapmpo308 npu HaJluqduu MUHUMaJIbHbIX MPU3HaKoe rnoepexxoeHus
cycmaea. Tpemuy4Hasi npoghusakmuka Ha3Ha4aemcsi 8 JIn6om
eo3pacme npu Hasu4uu roepexxdeHusi cycmaea/cycmasos. Moxem
6bIMmb MOCMOSIHHOU UJIU KPpamKOCpO4YHOU (nepuodu4yeckoll).
lMoka3aHusimu Onsi npoeedeHuUs1 MOCMOSIHHOU npogunaKkmu4yeckol
3amMecmumersibHOU mepanuu siesiITIiomcsi: mshxesnasi ¢popma 2cemoghusnuu,
cpedHemskenasi popma 2cemogbusiuu npu pazsumuu xomsi 6b1 0OHO20
anu3oda 2eMapmpo3a UJiu 8bIPpa)KeHHbIX 2eMoppa2u4ecKux
nposieneHul Apyeaoli 1oKkanusayuu. lMayueHmam ¢ akKmueHOCMbHO
¢ghakmopa 6os1ee 3% nocmosiHHoe usu OnumesibHoe
npodhunakmuyeckoe sie4eHue Heob6xo0umMo rnpu NO8MOPHbIX
KpOB8OU3JIUSIHUSIX 8 Cycmasehbl, rosiesieHuU rpu3Hakoe cuHosuuma usnau
apmponamuu, 8bIpaKeHHbIX 2eMOoppa2u4eCKUX Mposi8sIeHUsIX,



mpebyruux 4acmbix eeedeHull KOHUeHmpamoes ¢ghakmopoe
ceepmbieaHusi.

lMpoghunakmuyeckoe esedeHue npenapama sayqduwe npoeooums ympom,
Ymo6bI MakcuMalibHbIe ypO8HU haKkmopa e Kpoeu 6biu e nepuod
Haubosnbwel akmusHocmu. lpomokon npoeedeHusi
npoghunakmuyeckoli mepanuu 0o/mkeH 6bimb UHOUBUOYaslbHbIM,
HacCKoJIbLKO 3Mmo 803MOXHO, 8 3agUCUMOCMU OM eo3pacma, 8eHO3HO20
docmyna, ¢peHOmMuna Kpoeome4eHul, akmueHocmu ¢ghakmopa,
KoMopb6budHocmu, coyuasibHOU akKmueHoCcmMu nayueHma u
ocobeHHOCcmMell hapMaKOKUHemu4eckol Kpueoll.

PekomeHdyemcsi y nayueHmoe paHHe20 eo3pacma npu Haau4yuu
CJIO)KHOCMU C 8€HO3HbIM OOCMYNOM Ha4YUHamb mepanuro ¢ eeedeHus
60s1ee ebicoKux 003, Hanpumep, ®CKVIII** 50-70 ME/kz2 1 — 2 pa3a

8 Hedesro Onsi nauueHmoes ¢ I'A u ®CKIX** 50-70 ME/ke 1 pa3 e
HedeJro Onist nayueHmoes ¢ I'B [5, 15, 18].

YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu dokazamesibcme — |)

Kommenmapuu: e danbHeliwem, o Mepe pocma nayueHma u
803MOXXHO20 yXyOuieHUs1 KITUHU4YecKo20 gheHomuna 3abosiesaHusi ¢
y4YyauwjeHueM 803HUKHOBEHUSI 2eMoppa2u4ecKko20 cCuHOpomMa Yacmoma
eeedeHusi OJ/KHa yeeniudueambCsl, a pa3oeasi 003a CHUXXKambCcsi 00
cpedHuUx mepaneemu4YyecKux 3Ha4YeHuuU.

PexomeHOyemcs eceM nayueHmam npu nposedeHuu
npogunakmu4ecKo20 pexxuma mepanuu MOHUmMopupoeaHue/
KOppeKuusi JIie4eHUs1 Ha OCHOBaHUU KSTUHUYEeCKUX U J1TabopamopHbIxX
NMPU3HaKoe C yesibio onmumu3ayuu 1e4eHUsi U COXpPaHeHUs!

Kayecmea Xu3Hu nayueHma [10].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoesepHocmu dokazamenbcme — V)

KommeHnmapuu: npu KJIUHU4YEeCKOM KOHMpoJsie, peweHue o
Hedocmamoy4Hol 3¢hghekmusHocmu npoghunakmudeckol
3amecmumenbHOU mepanuu npuHuMaemcsi 8 cny4asx: 6osee 4-x
3rMu30008 CroOHMaHHbIX 2eMapmpo308 & 200, MosI8JIeHUs MPU3HaKoe
XPOHUYECKO20 CUHO8UUMa usu apmpornamuu, 803HUKHOBEHUST
CMOHMaHHbLIX 2eMOoppa2u4eCcKUX nposiesieHull opyaoll JIoKaau3ayuu.
JlabopamopHbIli KOHMPOJIb 3aK/Ir04Yaemcsi e onpeodesieHUU
ocmamo4yHoU akmueHocmu ¢ghakmopa nepeo csedyrou,umM esedeHUeM
(OosmkHa 6bimb He HUXe 1%), KoHmpoJsie Hanu4yusi uHeubumopa, u, nNo
803MOXXHOCMU, 8 NMpoeedeHUU ¢hapMaKOKUHEMU4YeCKOo20 Uccs1e008aHuUsl.
KnroyeebiMu nokazamesisimu ynyq4uweHuUsi COCMOsIHUs1 300p08bsi U
KadYecmea Xu3HuU nayueHmoes ¢ 2emogpusiuell sie/IsIlOmMcsi:
npedomepauwjeHuUe pazsumusi 2eMoppa2u4ecko20 cCUHOpPomMa,
pezpecc usu ocmaHoekKa npozpeccupoeaHusi KOCMHO-CYCMaeHbIX,
MblWeYHbIXx de2eHepamueHbIX U3MeHeHUl,

omcymcmeue CroHMaHHbIX KPpO8OoU3JIUsIHUU.

lMpu4yuHamu Hedocmamo4HO aghgheKkmueHOU 3amecmumesibHOU



npodhunakmuyeckoli mepanuu mo2ym 6bimb: pazeumue uHaubumopa K
¢ghakmopy ceepmbigaHuUsi Kpo8U, Ha3Ha4YeHUe HeAocmamo4HoUu 003bI u/
uslu KpamHocmu eeedeHusi, Hecob1ro0eHue pexxuma esedeHusi U
d03UpOoBOK NayueHmom u pooumersnsimu, uHoueudyasibHble
ocobeHHOCMuU nayueHma, mpebyroujue npumMeHeHusi 6os1ee 8bICOKUX
003 usniu 6os1ee yacmozo esedeHus npenapama.

PeweHue o noebiweHuUU A03bl U/TU KpamHocmu esedeHusi npenapama
npu npoghunakmuyeckoli mepanuu GO/HKHO 6bImb NMPUHSMO, ecau
UMeromcs KJluHU4YecKue usu sjabopamopHbie 0aHHbIe O ee
HeaghghekmueHocmu. Y4umbieasi, Ymo OCHO8Hasl 3ada4a
npogunakmu4yeckol 3amMmecmumesibHoU mepanuu — coxpaHeHue
Kadecmea XU3HuU nayueHma, y nayueHmoe ¢ 8bICOKUM YPOB8HEM
¢husuyeckoli akmueHocmu G0orMycmumo noebluieHUe cmaHoapmHbIx 003
uslu yeesiudeHuUe KpamHocmu eeedeHusi rpenapama.

OcobeHHOCMU npoeedeHuUsi 2eMOCmMamu4ecKolu mepanuu e
3asucumMocmu om JlIoOKanu3ayuu Kpoeome4yeHusl

PekomeHOyemcsi HeMeOsieHHOe Ha4yaJlo 3amecmumesibHOU mepanuu
PCKVIII**/®dCKIX** e 3aeucumocmu om muna 2emMohusiuu ecem
nayueHmam ¢ 2eMapmpo3amMu U/usiu KpoO8OoU3JTUSTHUSIMU 8 MbIWUbI
npu 603HUKHOBEHUU nepebiXx Cy6 beKmueHbIX CUMITMomMos8: 60J1b,
4Yyecmeo pacnupaHusi, Ouckomghopm, oepaHu4eHue pyHKkyuu (0o3bl
cMm. npunoxeHue IN) [16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

Kommenmapuu: Kpoeou3snusiHusi 8 cycmaebl nposiesisiromcsi
duckomghopmom, 60osibro, HapyweHueMm hyHKuuuU, ghrirokmyayuedu.
FemamomMbI mak e, Kak U 2eMapmpo3bli, corpoeoxdaromcsi 6os1eebiM
CUHOPOMOM, HapyweHueM OYHKUUU KoHe4YHocmu. Kpoeou3snusiHusi
HauboJsee onacHbl 8 y4acmkax, 20e OHU MO2ym HaHecmu yu,ep6
HepesHO-cocyducmou cucmeme (Node300WHasi, UKPOHOXHasi u op.
MblWwybl).

lMpu pazeumuu ebipaxeHHo20 60s1e8020 CUHOPOMa 803MOXKHO
npoeedeHue KpamkoepeMeHHOU uMmMobunu3ayuu, komopasi QO/KHa
CHUMambCs1 cpa3y nocJie npekpaweHusi 6osed.

lNpu 6oneeom cuHOpPOMe MoKa3aHoO UCIMOJ/Ib308aHUEe MeCMHOU
aunomepmuu Ha 15 — 20 MuHym Kaxoble 4 — 6 yacoe moJibKO 8
me4eHue rnepebix CYymok.

PeabunumayuoHHbie meponpusimusi u JI®K yenecoobpa3Ho HayuHamb
nocJie npekpauw,eHusi 60518020 CUHOPOMa, y4umbieasl JIOKaJlbHbIl
cmamyc Mecma rnoepexxoeHusl.

Ecnu nayueHm He rnosiy4aem nocmosiHHoOe rnpoguriakmu4yeckKoe
JiedyeHue, nocie KynupoeaHusi Kpoeome4yeHusl nokasaHa
KpamkoepeMeHHas1 npoghusiakmuka, ocobeHHO Ha epemMsi
peabunumauyuu.

lMyHKkyuu cycmaea c acnupayuel co0ep>XKuMo20 rnoKa3saHbl npu:
2emapmpoa3se ¢ 6os1eebIM CUHOPOMOM, NMpuU Hanu4uu 6osbwo20 o6bLema



Kpoeu 8 nosiocmu cycmaaea, rnpu rnpusHakax paseumusi 2HOlUHOo20
apmpuma, pazsumuu Ha ¢hoHe 2eMapmpo3a HepP8HO-MbIWeEYHbIX
HapyweHud.

PekomeHOyemcs e criy4ae 803HUKHOBEHUSI YepernHo-Mo32080U
mpaembl usnu e s1robom Apy20m crsiydae npu nodo3peHuU Ha
Kkpoeou3snusiHue 8 LJHC HemedneHHOe Ha4yasio 3amecmumersibHOU
mepanuu koHUeHmpamom PCKVIII** npu eemogbunuu A unu
®CKIX** npu eemogpunuu B do npoeedeHusi uacHOCMUKU (003bl
cm. lMpunoxeHue I) [3, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

Kommenmapuu: Jlrobasi 4epenHo-Mo3208asi mpaema y nayueHmoe ¢
2emMocpusnueli MoXxem eecmu K pa3zgeumuro 6Hympu4yepernHo20
Kpoeou3snusiHus. Tpasma CruHbl MO)Xem rpueecmu K Kpo8oU3/TUSIHUIO
8 CnNuUHHOMo32080U KaHasl. Kpome mo2o, 803MO)XHbI ClTOHMaHHbIe
kpoeou3snusiHusi 8 UHC. [Npu3zHakamMu eHympu4epernHo20
KpOB8OU3JTUSIHUS S18/ISIFOMCS1: COXPaHsoWascs U Hapacmarowasi
2oJ108Hasi 60/51b, COHIUBOCMb, HeMomueupoeaHHoe 6ecrokolicmeo unu
3amopMO)XeHHOCMb, M08MOPHasi peoma uJsiu cpbi2ueaHue, dpyaas
oyazoeasi unu obwjasi Hegposio2u4yeckass CUMIMoOMamuka.

Y demeli nepebix Mecsiyee XU3HU 803MOXXHbI KPOBOU3JIUSIHUSI C
MUHUMaJIbHbIMU cuMnmomamu usnu 6eccumnmomHsie. [axe
MUHuUMasbHble Kpoeou3snusiHus e LJHC ssensiromcs
JKU3Heyzapoxarouw,umu, mpebyrom aKCmpeHHOU 2ocrnumarsnu3ayuu,
UHMeHCU8HOU 3aMecmumesnibHOU mepanuu u HezaMmeosiumesibHO20
npoeedeHusi KT unu MPT 2o0n108H020 Mo32a.

PeweHue sonpoca o xupyp2u4ecKoM Jyie4eHuuU nayueHmoes ¢
8Hympu4epernHbIMU KpO8OU3JTUSIHUSIMU MPUHUMaemcsi KoJsisieauasibHo ¢
yyemom conymcmeyruux 3abosiegaHud.

lMocne kpoeousnusiHus e LUHC pekomeHOosaHO nposedeHue
npogunakmu4yeckou mepanuu e medyeHue 3-6 mecsiyes.
PekomeHdyemcs eceM nayueHmam rpu nodo3peHuu Ha
KposomeyeHue u3 xesy004YHO-Kuwe4yHo20 mpakma (XKT)
He3amedsiumesnbHOe Ha4yaslio 3amMmecmumesibHOlU mepanuu
koHueHmpamowm PCKVIII** npu cemogpunuu A unu ®CKIX** npu
2cemocpunuu B [3, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHlayul D (ypoeeHb
docmoesepHocmu dokazamenbcme — V)

KommeHnmapuu: Ocmpsbie kpogeome4deHusi u3s XKKT mo2ym
nposesiimbcsi 8 eude Kpoeasoli peombl, peombl «kogheliHol 2yujeli»
unu

C NMPOXKUJsIKaMU KpoeuU, KPpO8sIHUCMO20 cmyJia Usiu MeJieHbl.
XapakmepHa pe3kasi cnnabocmb, yyaujeHue nynbca, nadeHue AL,
cyxocmb 60 pmy, 6;1e0HOCMb KOXU.

KpoeomeyeHusi u3 XKKT pazeuearomcs, Kak npaeusio, Ha (poHe
conymcmeyrouwjeli namosiocuu XXKKT: szeeHHasi 6051€3Hb, 3po3uu,



nosnunsl, eocnasumesibHble 3abosieeaHusi KUwWe4YHUKa u op. Takue
KpoeomeyYeHuUs s18JISIFOMCSl XU3Hey2poxxarowumu, mpebyrom
3KCMpeHHOoU 2o0cnumarsnu3ayuu u HemeOJIeHHO20 MpoeedeHuUs
adekeamHoOU 3amMecmumeJsibHOU mepanuu.

Heobxoduma cpoyHasi duazHOCMuUKa UCMOYHUKa KpoeomeyYeHusi, Onsi
4Yez20 nposodumcsi 2acmpocCKonusi, KosIoHockonusi, Y3MU,
peHmeaeHos1o2u4eckoe uccnedosaHue XXKT c 6apuem.

lMomumo 3amecmumenbHOU mepanuu, Noka3aHa mepanus
uHaubumopamu hubpuHonu3a u 1e4eHUe MeCmMHo20 rnpouyecca,
npueedwez20 K pa3eumuro Kpoeome4yeHusl.

Cnedyem pea2ynsipHO KOHMpoJsiupoeamse rnokaszamesiu obwe2o aHanusa
Kpoeu u, npu Heobxodumocmu, Nposodums JieHeHuUe aHeMuu.
PekomeHOyemcsi nayueHmam rnpu no4YevyHbix Kpoeome4yeHusix
noMumMo 3amecmumersibHOU mepanuu KoHueHmpamom ®CKVIII**/
PCKIX** cobnnrodeHue nocmesibHO20 pexuma u rnpoeedeHue
2udpamauyuu (Hanpumep, uHgpy3us 0,9% e00HO20 pacmeopa
xsiopuda Hampusi (3 n1/m2) nepesie 48 yacos) [3, 6, 16, 20, 21].
YpoeeHb y6edumenbHocmu pekomeHlauuu D

(ypoeeHb docmoeepHocmu dokazamesibcme — V)

He pekomeHdyemcsi nayueHmam ¢ 2emochusnueli npu mepanuu
no4e4YyHbIX Kposome4deHul koHueHmpamamu ®CKVIII**/DCKIX**
npumMmeHeHue uHaubumopoe ¢hubpuHoIU3a 8 €8513U C NOBbIWEHHbIM
PUCKOM 06pa308aHuUsi C2yCMKO8 8 MO4e8bI800SWUX MymsX U
pa3seumusi ocmpoli no4e4yHoli HeAocmamo4Hocmu [10, 20, 21].
YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

KomMmeHnmapuu: nayueHmsbl, y KOmopbIix pa3eusiocb Mo4Ye4yHoe
Kposome4yeHue, 00/IKHbI 6bIMb MPOKOHCY/IbMUPOB8aHbI YyPOJI0O20M U
npolimu yposiocu4yeckoe obcnedoeaHue.

JleyeHue uHaubumopHou ¢hopmbl 2cemoghunuu

lMosieneHue uHau6bumopa k FVIII/FIX cuumaemcsi caMbIM msiKesnbiM
OCJIO)XXHEeHUeM, cesi3aHHbIM C siedeHuemM eemoghunuu. MHaubumopbi —
anno-anmumena (IgG), komopbie Heumpasnu3yrom 3K302€HHbIe
FVII/FIX.

lMosieneHue uHaubumopa e OCHOBHOM rPOS8JIIeMCsI Omcymcmeuem
KJITUHUYEeCKO20 omeema Ha cmaHOapmHy0 mepanuro KOHUeHmpamamu
¢ghakmopoe ceepmbigaHUsI UslU MNOsieJIeHUeM Kpo8omeyYyeHuUU Ha
npoghunakmu4deckou mepanuu.

Haub6osnee yacmo uH2aubumopb! NosI8IIFOMCS Y paHee HeJle4YeHbIX
nayueHmoe ¢ msnkesnol gpopmou ecemogpusniuu (6o 30% nayueHmoes ¢
mspkernol ¢popmol A u 9o 3-5% nayueHmoe ¢ msixkenou ¢gpopmoti I'B).
Hau6onee yacmo uHaubumop paseusaemcs 8 nepeanie 50 (100) OHel
esedeHusi ([JB) gpakmopa u nocsie uHMeHcueHoOU mepanuu npu
Xupypau4ecKoM eMewamersibcmee.

lMpu msxkenou ¢gpopme 2cemoghuniuu nosiesieHue uH2aubumopa He esusiem
Ha KoJiu4ecmeo u JioKasusayuro KposomeyeHul. Ho nockonbKy npu



nosiesieHUU uHaubumopoe 3amecmumesibHasi mepanusi hakmopamu
cmaHosumcsi HeaghghekmueHoU, pUCK MsiKesibIX OC/IOKHEeHUl u daxe
cCMepmu om Kpoeome4eHusl y amux rnayueHmoe ebiule.

lMpu ymepeHHOU unu neakol ecemoghuniuu uH2ubumop Moxxkem
Helimpanu3oeamb 3HO02eHHbIl FVIII/FIX, mem cambim npeobpa3ys
KJIUHUYecKul gheHomun 3abonesaHusi 8 msixesiyro popmy.
OcobeHHOCMu meyeHusi uHaubumopHoti I'B. [Jo 50% nayueHmoe ¢
uHeubumopHou I'B Mo2ym umemb msiKesible ansiepauvdecKue peakyuu,
8 moM 4uciie aHaghunakcuro, npu npumeHeHuu FIX. Takue peakyuu
Yyacmo 6biearom rnepebiM CUMITMOMOM pa3eumusi uHaubumopa.
JleyeHue no mpebosaHUIO U 8 pexume rpoghusraKmuKku npu

Hanu4uu uHaubumopa

PekomeHdyemcs y nayueHmos ¢ 2cemoghusiueli ¢ HU3KUM mumpom
uHaubumopa Kynupogamb Kpoeome4yeHue egedeHueM KOHUeHmpama
¢ghakmopa ceepmbigaHuUsi KpoeuU 8 003ax, NMPeesocxodsiu,ux
cmaHOapmHbie 8 3 pa3a. [lpu omcymcmeuu 3aghghekma Heob6xo0umMo
npumMeHeHue npenapamoes wyHmupyrouwe20 delicmeausi
(aHMuuH2ubUMOPHbIL KOa2yITHMHbLIU KOMIJIeKC™**, anmako2 anbga
(akmueupoeaHHbIU™**) unu amuyusymabal14].

YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu dokazamesibcme — |)

KommeHnmapuu: Bbibop npenapama 0Onsi ie4eHUsi O0JIKeH
OCHO8bI8aMbCsI HA mumpe uHaubumopa, KJIUHUYeCKOM omeeme Ha
mepanuro U xapakmepe Kpog8omeyYyeHusl.

PekomeHOyemcsi npoeodumsb Jie4eHue Kpoeome4eHull y nayueHmoes
C 8bICOKUM mumpoM uHaubumopa moJsibKo npenapamamu
wyHmupyruwezo detcmeus. [Jo3bl npenapamoe pacc4umbiearomcsi
omHocumesibHO Macchl meJia, HezagucumMo om eo3pacma. Yacmoma
esedeHusi 3asucum om pexuma mepanuu [14, 17].

YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoesepHocmu Aokazamesibcme — |)

Kommenmapuu: B Hacmosiujee epemsi cyujecmeayrom 2 2pynnbl
WyHmMupyrowux npernapamoe: aHmuuH2ubumopHbIl Koa2yIsiHMHbIU
KomMmriekc** u anmakoe anbgha (akmueupoeaHHbIU)™**. [JlocmoeepHoU
pasHuybl 3ghghekmusHocmu, 6ezonacHocmu sie4eHusi amumu
npenapamamu He noJsiy4eHo. OGHako umeromcsi 0aHHbIe 06
uHOueudyasibHbIX 0CO6eHHOCMSsIX omeema nayueHma Ha Kaxobil u3
npenapamoes, Ymo Heo6xo0uMoO yHumbieamsb npu ebibope npenapama
Jo3bI npenapamoe ¢ wyHMupyrowumMm MmexaHu3mMom delicmeusi OJisi
KynupoeaHusi KpOo8ome4eHus:

aHMuuH2ubumMopHbIU Koa2ysITHMHbIU KOMIJ/IeKC** Ha3Ha4Yaemcsi 8
do3e 50 — 100 Ed/k2 kaxOblie 12 yacoe. MakcumanbHasi cymo4Hasi 0o3a
200 Ed/ke;

anmakoe asnbgha (akmueupoeaHHbIll)** HazHa4Yaemcsi @ dose 90 — 120
MK2/K2 KaxxOble 2 — 4 yaca 0 OCmMaHOBKU Kposome4eHusi. Bo3MOXHO
O0HOKpamHoe esedeHue 8 cymku 8 0o3e 270 Mka/ke.



PekomeHOyemcsi nposedeHue Os1umesibHO20 JIeHeHUs 8 PeXXxume
npogunakmuku nayueHmam ¢ 2emogpusiueu, 0C/r1I0)KHeHHoU
UH2u6UMOpPOM, aHMUUH2UBGUMOPHbIM KOa2yIAHMHbIM

KOMI/IeKCOM™* 8 pa3siudHbIX pexumax: 8 do3e 50—100 Ed/ke

Kaxxoble 12 yacoe npu npoeedeHuUU UHOYKUUU UMMYHOJI02U4YeCcKol
monepaHnm+Hocmu (UNT), 0o cHuxeHusi mumpa uHaubumopa meHee 2
BE; eHe UUT e do3e 30 — 100 Ed/k2 3 pa3a e Hedesto unu 4Yyepes

OeHb. [1, 14].

YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu dokazamesnbcme — |)

Kommenmapuu: lNMpoghunakmuyeckoe nedyeHue nayueHmam ¢
UHaubumopHoUu ¢hopmoli 2eMoghusiuU NMOKa3aHoO rMpPuU Ms>KesiIoM
KJITUHUYEeCKOM me4yeHuu 3abosieeaHusi C 603HUKHOBEHUEM CMTOHMaHHbIX
anu3o0doe KpoeomeyeHusi 6osee 4 e 200.

PekomeHOyemcs nayueHmam c 2emogbusiueli, OC/1I0)KHeHHOU
UH2ubumopom, NPoeoduUMb KPamKOCPO4YHOe (8 me4yeHue 3-x
Mecsiyees) sie4eHuUe 8 pexxume rnpoghuriaKkmuku 3arnmako2oM asnibgha
(akmueupoeaHHbIM)™** 8 pexxume 90 mke/k2 1 pa3 e OeHb. [1, 14].
YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu dokazamesibcme — |)

PekomeHOyemcs nayueHmam ¢ uHaubumopHoli ghopmoli

2emogbusniuu A npoeodumsb Jyie4eHue 8 pexxume npPoghuiakKmuku
npenapamom amuyu3ymab e doszax 3 ma/k2 oOuH pa3 e Hedeslio 8
meyeHue nepebix 4-x HeOesnb, 3amem 1,5 M2/k2 0OOUH pa3 e HedeJlio.
Ho3bl npenapamoe pacc4yumbiearomcsi OMmHOCUMesIbHO Macchbl mena,
He3asucumMo om eo3pacma [19].

YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu Aokazamesibcme — |)

Kommenmapuu: 3muyusymab npedcmasssiem cobou
6ucneyuguyHbie 2yMaHU3UpPOBaHHbIe MOHOK/TIOHaJIbHbIe aHmumerna,
cesi3bisarouwjue akmusuposaHHbiU FIX ¢ FX u eocnonHsarowue pyHKyuu
akmueupoeaHHo2o0 FVIII. Ha delicmeue amuyu3symaba He enusiem
ypoeeHb FVIIl u Hanu4yue uHaubumopa k Hemy. Amuuyulymab esodumcsi
MOOKOXHO, 8bI6OP Mecma 0151 UHbeKyuu criedyem o2paHuU4YuUmb
pekomMeHOOBaHHbLIMU y4acmkamu: obsracme xueoma, 8epxHsisi Yacmb
Hapy>XHoU nosepxHocmu nne4da u 6edpo.

UHOyKyusi uMmMyHos102UYecKol moJsiepaHmHocmu

PekxomeHdyemcs nepeol JiuHuell mepanuu y nayueHmoes ¢
uHaubumopHol ghopmot N'A npoeodumsb UAT ¢ yenbro anuMuHayuu
uHaubumopa [1, 8, 17].

YpoeeHb y6edumenbHocmu pekomeHdayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

KommeHnmapuu: onmumanbHbie cpoku Ha4ana UAT — cpa3y nocrne
ebisiesieHuUs1 uHaubumopa. lNpu npoeedeHuu UNT Hedonycmumo
MeHsimb KoHUeHmpam ®CKVIII**, nockosibKy 3mo 3Ha4yumeJsibHO
yxydwaem npoz2Ho3 mepanuu. lleped npoeedeHuem MNT Heobxodumo



y6edumsbcs 8 Haslu4uu 0ocmamo4YHO20 KOJIu4ecmeo KOHyeHmpama
DCKVIII*,

OnmumanbHo20 pexuma nposedeHust UNT Hem. [nss nayueHmoe ¢
8bICOKOpeaz2upyrouwuMm uHeubumopom, HezagucumMo om mumpa
uUHaubumopa Ha MomeHm Ha4ana MNT, pekomeHOoB8aHa Ha4YaslbHasi
cxema 100 — 150 ME/k2 koHyeHmpama ®CKVIII** kaxObie 12 yacoe.
Ans nayueHmoe ¢ HU3KopeazupyrowumM UuH2ubumopom pekomMmeHO08aHO
Ha4YuHamb UNT no cxeme 50 — 100 ME/ka FVIII exxeOHeeHO unu

Ka)xObIli emopoli OeHb.

CHu)xeHue 003bl U KpamHoOcmMu eeeleHusl npenapama Ha4uHaemcsi
nocsie docmuxkeHusi criedyrow,ux nokasameneu: mump uHaubumopa -
meHee 0,6 BE, Hopmanu3ayuss mecma eoccmaHoeJsieHusi (6onee 70%) u
HopMaJsiu3sayus nepuoda nosiyebieedeHusi (6onee 7 4yacoe). CHUXXeHue
003kl npenapama npoeooumcsi MocmerneHHO Mo cxemMe ¢ MOCMOSIHHbIM
nabopamopHbIM kKoHmMpoJsiem. llocne docmuxxeHusi 3o3bi 8 30 — 50 ME/
k2 1 pa3 8 2 OHs1 He06X00UMO NPOOOJNKUMb Mepanuko 8 pexume
emopu4HoUl/mpemu4Hol npogusiakmuku Ha 0aHHOU G03€e NMOCMOSIHHO.
OmmeHa npoghunakmu4ecKo20 Jsie4eHuUs1 4Yacmo npusooum K peyuousy
uHaubumopa. Kpumepuu agpgpekmueHocmu UANT npedcmaesieHbl 8
mab6bnuue 3.

Tabnuya 3. Kpumepuu 3a¢hgpekmueHocmu UAT

lNMpu nposedeHuu MNT Heobxolumo uzbezcamb 106bLIX 8030elicmeauli u
npenapamoes, cCMuMyJiupyrouux UMMYHHbIe peaKyuu, 8 mom 4ucJsie
eakyuHauyuu, NnpuMeHeHus rpenapamoe uHmepgepoHa u opyaux sudos
uUMMyHomepanuu.

PexkomeHOdyemcsi nayueHmam OJis1 KynupoeaHusl 2eMoppaz2u4ecKo20
cuHdpoma npu nposedeHuu UNT npumeHeHue npenapamoes ¢
WyHmMuUpyrowum MmexaHuU3Mom delicmeusi: aHmuuH2ubumopHbIU
Koa2ynisiHmHbIU KOMIJIeKC™* u anmako2 asbga (akmusupo8aHHbIU)™**
[1, 16, 17, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoesepHocmu dokazamesnbcme — V)

PekomeHOyemcs nayueHmam ¢ uHaubumopHol ¢hopmoli

2emogpusiuu A ¢ yesnibro npedomepauwieHus1 pazeumusi Kpoeome4veHus
npu npoesedeHuu UNT npumeHeHue amuyusymaba 8 cmaHOapPMHbIX

pexumax [19].

3¢ dpexkrnBHocTb Kpnrtepnn

MonHbiii ycnex Tutp mHrn6butopa < 0,6 BE (He MeHee YeM npu ABY
nocsiegoBaTes/IbHbIX ONpeaesIeHNsIX)

Hopmanu3zauna noka3zaresiss BocctaHoBneHmnsi (70% wn 6os1ee) H
npoTsH>KeHnun 6o0s1ee uem AByX MecsiyeB

Hopmanuzaunsa nepmnoga nonysbiBegeHns (6osee 7 4acosB)
YacruyHbii ycnex MpucyrcTBne ABYyX U3 TPEX KPUTEPUEB
YacruyHbii oTBet MNpucyrcTrBne ogHOro n3 Tpex KpMTepmes
OrcyrcrBue orBeTa He BbINOJIHAEGTCSH HN OAINH N3 KPpUTEPUEB Ha NpoTshkeHnn 12 Mecsiyes
6osee

YpoeeHb y6edumenbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu dokazamesibcme — |)

KommeHnmapuu: B criyyae 0OHO8pPEeMeHHO20 NpuMeHeHUs!
amuyusymaba npu UNT mpebyemcsi uHousudyasibHbIl Mod6op



pexuma u o3 esedeHusi KOHUeHmpama PCKVIII**,

PekomeHdyemcs npekpamumb MAT u nepeeecmu nayueHma Ha
mepanuro WyHMupyrowumMu npenapamamu unau asmuyusymabom npu
omcymcmeuu meHOeHUUU K CHUXXeHU uHaubumopa unu
KJTUHUYECKOR20 yry4WeHUs1 COCMOSIHUSI C YMeHbWeHUeM 4acmombabl
CrMOHMaHHbIX KpoeomeyYyeHuli 8 me4eHue 12 Mmecsiyee om Ha4vana
8bICOKOOA03HOU mepanuu [1, 8].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

KommeHmapuu: 603M0OXXHO noemopHoe nposedeHue UAT c
ucnosib308aHUeM Gpy2020 fnpernapama usiu U3MeHeHUeM pexxuma
mepanuu. Onbim npoeedeHust UNT y nayueHmoe ¢ uHaubumopHot B
o2paHu4eH. dmo obycr108/1eHO 04YeHb HU3KOU 3¢hgheKmueHOCMbIO U
asiepa2u4yecKuMuU peakyusimu.

3.2 Opmonedu4eckoe sie4yeHue

Opmonedu4yeckue OCJ/I0)KHeHUs1 2eMoghusiuu.

XpoHu4eckul cuHoeuum

PekomeHdyemcs nayueHmam rnpu pazsumuu XpOHUYECKO20
CuHosuuma npoeedeHue npoghusrakmu4yeckKkol 3amecmumesibHOU
mepanuu KOHUeHmpamom ¢ghakmopa e pexxume, KomopbIU Mo3eosUMm
npedomepamumb pa3sumue ClIOHMaHHbIX 2eMapmpo308. Takxe
8a)KHbIM MOMEHIMOM 518J151emcsl 8bINOJIHEHUE e)XXeOHEe8HbIX
ynpaxHeHuu (J1®K), HanpaeneHHbIX Ha yKpenseHue MbiWwy, U
noddepixxaHue nodeuxxHocmu cycmaea [3, 9, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesnibcme -\)

Kommenmapuu: XpoHu4eckuli cCuHoeuum pa3leueaemcs rnocirie
noemopHbIx 2emapmpo3086. Kak npaeuno, sienssemcsi ciiedcmeuem
omcymcmaeus unu Hedocmamoy4Hou 3gh¢hekmueHocmu
3amecmumenbHoU mepanuu. lposiesieHus - OnumesibHO
coxpaHsiroujeecs noebiweHue memnepamypbl Ha0 MOPaKeHHbIM
cycmasowm, yeenu4yeHue obbema Msi2ckux mkaHel obsiacmu cycmaea,
peuudusupyroujue Kpoeou3susiHUsl, 02paHuU4YeHue rnodsuxHocmu.
Huac2Hocmuka ekrroyaem 8bisissieHUe KJTUHUYeCKuUXx rnpu3Hakos, Y3U
cycmaeoes u/unu MPT. Tepanusi npoeodumbcsi COBMECMHO C
opmonedamu, UMerW,umMu Onbim Jie4eHusi nauyueHmoe ¢ cemoghusueu.
lMpu coxpaHeHuu rNpu3Hakoe eocrasieHuUs1 NokasaHa mepanus
HecmepouOHbIMU NpomueoeocnasumesnbHbIMU npenapamamu
(uHaubumopamu COX-2).

lMpu Hedocmamo4HoU 3¢hhekmueHOCMU 3amecmumesibHOU mepanuu
803MOXXHO nposedeHue Kypca nyHKUulU cycmaea c egedeHuemM
CcmepoudHbIX NpomueoeocrnasiumesnbHbIX rMpenapamoe (Ha nepeom
amane), 0asnee, eapuaHmamu eblbopa s18/17F0MCS1 XUMUYECKasl usu
3HOOCKOMNu4Yeckasi CUHO83KMOMUSl, a NMpu ux Hedocmamo4Hou
aghghekmusHOCMU — XUPyp2UuYecKasi KOPPEKYUsI.

XpoHuyeckasi ehopmupyrow,asi apmpornamusi



PekomeHOyemcs nayueHmam ¢ XpoHuU4Yeckumu deghopmupyrow,umu
apmponamusimu npoeedeHue CO8MeCMHO20 Jie4eHUs C
mpaemMamoJsio2amu-opmornedamMmu, UMerWUMU Onbim JIe4YeHUs!
nayueHmos c 2cemocpunuedi [3, 9, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

Kommenmapuu: XpoHu4veckasi Oe¢hopmupyrowjass apmponamus
803HUKaem ecsiedcmeue npozpeccupyrou,e2o meyeHuUsi XPOHUYECKoO20
CUHosUUMa U peyudusupyrOWUX KPOBOU3/TUSIHUU 6 cycmaahbil.
lNposienissemcsi ocmeonopo3oM, HapyweHuUeM CmpyKmypbl,
ucmoH4YeHuUeM u nomepet cycmagHo20 xpsiuja, 6os1eebIM CUHOPOMOM,
KOHmMpakmypamu, Mbiuie4YHoll ampodgpueli, eghopmayueli cycmaea.
OcHoeol npoghunakmuku pazsumusi XpOHUYECKOU apmpornamuu
sesisemcsi adeKkeamHasi NOCMosiHHasi npogusakmu4veckas
3amecmumenbHasi mepanusi. CeoeepeMeHHoOe Jie4eHuUe cuHosuuma
makxe Heob6xo0umo 05151 npedomepauw,eHus1 pa3sumusi apmponamuu.
HuazHocmuka apmponamuu ocHO8aHa Ha 8bIsiI8/IeHUU KJTUHUYEeCKUX
NpPU3HaKoe U Ha pe3yJibmamax rnpoeeodeHHbIX UHCMPyMeHmMasibHbIX
uccnedoeaHul: Y3U, KT, MPT.

Lenbtro nnedeHus yxxe passuewelcsi XpoOHUYECKOU apmponamuu
senissiemcs ynydweHue (hyHKUUOHUPOBaHUsI cycmaea U YyMeHbuweHue
6oneso020 cuHOpoma. [nsi 6opb6bbI ¢ 60s51€8LIM CUHOPOMOM
onmumarsibHO

ucnosib3oeams uHaubumopsi COX-2. [lns eoccmaHoesieHuUs1 (hyHKyuuU
cycmaea, cCoCmosiHUsi MblWwy, npoeodsim Kypcbl JI®K u gpuszuomepanuu.
B pside cny4yaee aghghekmueHO ucrosib3oeaHue mpeHaxepoe. Ha
Ha4dasibHbIX 3marax e0CCmaHoO8UMesIbHO20 JIe4YeHUs MoKa3aHo
npoeedeHue Kypcoe npenapamos, cooep)xaujux 2uasiypoHoe8yHo
kucnomy. lNpu HeAocmamo4HoUl 3ghgheKmueHOCMU KOHCepeamueHoU
mepanuu, noka3aHo xupypau4eckoe sie4yeHue. Xupypau4yeckoe jie4eHue
nayueHmoe c cemogpusiueli OO/HKHO NPO8OOUMBLCSI 8pavdamu,
umMerow,umMu onbIm Jsie4eHusi nayueHmoe ¢ 2cemodpusued.
lNceedoonyxonu

PekomeHOyemcs nayueHmam c rnceedoornyxosisiMu rnpoeedeHue
cO08MeCcmHOo20 HabsiroOeHus1 U Jle4eHUs1 XupypaamMu u 2emamoJsio2amu.
Ha nepeom amane 8 803MOHa nonbimKa UHMeHCUBHOU
3amecmumernbHoU mepanuu ®CKVIII** npu ecemocbunuu A u

®CKIX** npu 2emogpunuu B e meyeHue 6 — 8 Hedenb ¢

nocnedyrouwum MPT konmponem [3, 9, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

Kommenmapuu: ncesdoonyxonu ¢ghopmupyromcsi ecriedcmeue
HenpasuJsibHOU mepanuu Kpo8ou3JlussHUlU 8 Msi2Kue mKaHu, 06bI14HO 8
MbIWUYbI, PacrnosioXeHHble psiOOM C KOCMbI, KOmopasi Moxem 6bimb
3ampoHyma emopu4HoO, usu npu noGHadKoOCMHUYHbIX
Kkpoeou3snusiHusix. [lposieneHussmMu nceedoonyxosu siesITromMcs



cmabusnbHoe onyxosieaudHoe obpa3osaHue, ommecHsiroujee
OKpYy)Xarouwjue mkaHuU, Komopoe cyujecmeayem Ha NPomsi>keHuUU MHO2ux
Mecsiyee usu jiem u He umeem meHOeHyuu Kk obpamHomMy pazeumuro
Ha ¢hOHe UHMeHCcUB8HOU 3aMecmumesibHOU mepanuu ghakmopamu.
HuacHocmuka — ¢husukanbHoe ob6cnedosaHue, nposedeHuUe
peHmeeHozpaguu, KT unu MPT nopaxeHHO20 ceaMeHma merna.
lMpu omcymcmeuu neyeHusi nceedoonyxosib Moxem docmuz2amb
2u2aHmckux pasmepoe, co3O0aeasi daesieHue Ha Helipo8acCKyJisipHble
CmMpyKmypbl U 8bI3bleasi mamoJio2u4vyeckue nepesnombl. Ecniu
obpa3zoeaHue He umMeem meHOeHyuu K obpamHoOMy pa3eumurio,
pekoMeHOo8aHO momaJsibHoe yodasieHue OornyxoJsiu ¢ ucce4yeHUem
kancynbl. Onepauyusi o/mKkHa NPosodumbCsi creyuasucmamu,
UMerwUMU orbIm Xupypau4yecKo20 opmornedu4yecKo20 JIe4YeHUsl
nayueHmoes c 2emochunued.

lMepenombi

PexkomeHOyemcsi nayueHmam rnpu paseumuu repesioma
He3amedsiumesnbHOe Ha4yaslio 3amMmecmumesibHolU mepanuu
KOHUeHmpamom ¢hakmopoe ceepmbigeaHusi. B meyeHue nepebix 3-5
OHell Heo6xo0dumMo noddep kaHuUe ypPoeHs1 hakmopa e Kpoeu He
meHee 50-100% (e 3aeucumocmu om sioKasnusayuu u msixecmu
mpaemsbi). [locmosiHHasi 3amecmumesibHasi mepanusi paKkmopom
dosnkHa npoeodumbcsi 8 meyeHue 10-14 OHel [10].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

KommeHnmapuu: Puck pazeumusi nepesiomMos y nayueHmos ¢
2emoqpusiueu cesizaH ¢ 0CMeornopo3oM u 2emMousiu4eckol
apmponamuel. Cpa3y nocsne cmabunu3ayuu rnepesioma csiedyem
npucmynumsb K npoeedeHuUr0 80CCMaHo8uUMesIbHOU mepanuu.

3.3 Xupypauyeckue sMewamesibcmea

PexomeHOdyemcsi nposodumsb nayueHmam siro6oe ornepamueHoe
emMewamesibCmMeo usiu npoeedeHue UH8a3UuBHoOU npoyedypbl Moo
NpuKpbIMueM 3amecmumeJsibHOU mepanuu KOHyeHmpamamu
¢ghakmopoe ceepmbigaHus kposu [6, 10, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamenbcme — V)

KommeHnmapuu: y nayueHmoes ¢ 2emopusniuell xupypaudeckoe
emMewamesibCmeo Moxxem rnompeboeambcsi Os1 JiIe4eHUsT KakK
OCJIOXHeHUlU 2emMoghusiuu, makK u He cesi3aHHbIX ¢ 2emogpusnuel
3aboneeaHul. lNMeped nOb6LIM xXUpyp2UYECKUM 8MewameslbCmeomM
Heobxo0uma KOHCYJsIbmauyusi 8 yeHmpe sie4eHusi 2emoghunuu. Ecnu
ecmb

803MO)XHOCMb, Orepamue8Hoe Jie4eHue Jly4yuie rnposooums 8
creyuanusupoeaHHOM cmayuoHape. OnepamueHoe eMewamesibCMeo
y nayueHmoe ¢ uHaubumopHou 2emodgpusiueli O/IKHO nMPoeoouUMbCs
MOJIbKO 8 yCJi08uUsiX crieyuasau3lupoeaHHO20 cmayuoHapa.
AHecme3uosioe dosmKeH uMmemsb Ornbim Jie4eHUs1 nayueHmoes ¢



HapyweHUsIMuU ceepmbieaeMocmu Kpoeu.

Heo6xo0um cmpoauli MOHUMOPUH2 Koaz2yo2paMMbl, akmueHocmu
ghakmopa u CKpUHUH2 Ha Hanu4ue uHaubumopa. [jo3bi u
npodosnKkumesibHoCmb mepanuu KOHUeHmpamom ¢hakmopa
ceepmbi8aHUs1 KpO8U 3a8uUcsim om murna ornepamueHO20
emMewamesnibcmea (mabnuya 3).

lNpu Heob6xo0umocmu npoesedeHuUsi makux Oua2HOCMUYeCcKuUxX npouyeayp,
Kak JilombanbHasi NyHKUUsi, NyHKYUsi apmepuu, 3HOOCKOMU4YecKoe
uccnedoeaHue c buoricuell, sedeHue nayueHma makoe e, Kak npu
Xupypa2u4ecKkom Jsie4yeHuu.

3.4 JnumenbHbIl cocyducmbili docmyn y nauueHmose ¢

2emocpunueu

PexomeHOyemcsi eceM nayueHmam c 2cemogpusnueu
npednoYymumersibHee UCnosib308amb rnepughepuvyeckuli 8eHO3HbIU
docmyn. Ecnu ecmb 803MO)XXHOCMb M0JIb308aMbCs1 NepughepuvecKum
8€HO3HbIM GO0CMynoM, UeHmpaJsibHbllU 8 HO3HbIU docmyn He OOJDKeH
ucnosnb3oeamsbcs [4, 11].

YpoeeHb y6edumenbHocmu pekomeHOayul C (ypoeeHb
docmoeepHocmu dokazamesnbcme — |V)

Kommenmapuu: Cocyducmsbliii docmyn sierisiemcsi Heo6xo00uMbIM
ycsiogueM Jie4eHusi nayueHmos ¢ 2emogpusiuell, NoCKoJIbKy
60/1bWUHCMEBO0 KOHUeHmMpamoe dehuyumHbix ¢ghakmopoe
ceepmbigaHusi npedcmaesisiem cobol npenapamabi 0711 BHYMPUBEHHbIX
UHBbeKyul. BHympueeHHoe egedeHue ¢hakmopoe ceepmbi8aHUs
noseoJsisiem npoeodums npogusiakmu4eckoe sie4eHue, Jie4eHue rno
mpeboesaHuro, ied4eHUe 8 oMaWHUX ycs108UsIX, UHOYKUUI UMMYHHOU
moJsiepaHmMHocmu.

INMyHkyust nepughepuveckux eeH — amo Memod ebibopa obecnevyeHusi
cocyducmozo docmyna y nayueHmoe ¢ 2emogpunuetl. Ezo
ucrnosib308aHuUe He accoyuupyemcsi ¢ 60s/1bWUM KOJTU4eCMeoM
OC/1I0XKHeHul, mpebyromcs uasbl Mano2o Kanubpa (23-25G), a
KOpomkoe epemMsi UHghy3uu docmamo4HO OJis 8e0eHUs
KOHUeHmpamoes ¢hakmopoe. O6bIYHO MYHKMUPYOM 8€eHbI PYKU C
nomouwibto uasibi-6abo4ku. lloemopHbIe Yacmbie 8eHenyHKyuu Mmo2ym
OC/IOXKHUMbLCS1 2eMamomMamu. BaxkHasi posib npu ucnosib308aHUU 3Moz20
docmyna npuHaonexxum oby4YeHuUro 8bINMOJIHEHUK 8eHeNnyHKYyul
OrneKyHO8 U caMux rnayueHmoe.

B mo xe epemMsi y HeKOmopbIX nayueHmoe ucrosib3o8aHue
nepugepu4yecko20 8eHO3HO20 docmyrna He803MOXKHO U3-3a Masio20
pasmepa eeH, nyoxol nepeHocumMocmu 0embMu NMOBMOPHbIX
eeHenyHKyutli, Heo6xo0umMocmu 4acmoz2o UCIOoJIb308aHUs!
cocyducmozo

docmyna, HecrnocobHocmMu oneKyHoe U nayueHmoe oby4umscs
8bIMNOJIHEeHUIO 8eHenyHKyuu. PaKkmopamu, enusirow,umMu Ha omka3s om
npumMeHeHus1 nepugepuvyecko2o docmyna, MO2ym si8UMbCs1 03pacm
nayueHmMoe u 4Yacmabie Kpoe8ome4eHuUsl.



PekomeHOyemcs y nayueHmoe ¢ 2emoghusiueli c He803MOXXHOCMbIO
nepughepu4yecko2o 8 eHO3HO20 docmyna 05151 pe2ynsipHbIX UHQY3ul
ucnosib308amb 8 Ka4yecmee Memodoe ycmpolicme 00J1208PEMEHHO20
yeHmpasnibHo20 docmyna rnopm-cucmemy, nepughepuvyecku
umMnaHmupyembie yeHmparsibHble 86HO3HbI€ Kamemepbl,
myHHesnupyembie Kamemepbi (kamemep XukmaHa, bpoeuaka,
JleoHapOda) [23, 24].

YpoeeHb y6edumernbHocmu pekomeHOayul A (ypoeeHb
docmoeepHocmu dokazamesnbcme — |)

Kommenmapuu: Ucnonb3oeaHue ycmpolicmea 00s1208pEMEHHO20
UeHmpasibHo20 8eHO3H020 docmyra o cpasHEeHUr C
nepugepuyeckKum

8E€HO3HbIM GOCMyINoOM Yauw,e accoyuuposasochb ¢ uHgekyuel (29%
npomue 17%, P = 0.01).

lMoka3zaHusi kK ucnosib308aHuUr0 ycmpolicmea 00s1208pPeMeHHO20
UeHmpasibHo20 8eHO3H020 docmyrna s18J1s1emcsi:

nompebHocmMb 8 peaysisipHOM 00J1208pPEeMEHHOM cocyducmom docmyiie
y

nayueHmoe c cemodgpusiuell, y KomopbiX HE803MOXXHO UCMOJ/Ib308amb
nepughepuyeckuli 8eHO3HbIl docmyn u3-3a Maslo2o pa3Mepa 6€H;
Heob6xodumMocmb exxeOHe8HbIX 8HYMPUBEHHbIX 88e0eHull
KOHUeHmpamoe hakmopoe ceepmbi8aHUs1 Kpo8U, 8 YacmHocmu npu
npoeedeHuu NNT;

omcymcmeusi suGUMbIX nepughepuv4ecKux 6€eH;

y demell, KOmophbie M10X0 MNepeHocsim MoemMopHbIe 8eHenyHKUUU.
Ab6cos1romHbIM NPOoMueornoKasaHueM K ycmaHoeke ycmpolicmea
dosizo08peMeHHO020 UeHmpasibHO20 86eHO3HO20 docmyina siesnisiemcs
Hajlu4due y nayueHma rnpu3Hakoe akmueHoU UHgeKyuu.
OmHocumernbHbIMU ipomueonoka3aHusamu k YLB/L sensromcs
Kamemep-accoyuupoeaHHasi UHGheKUuUsi KpoeomokKa u kKamemep-
accouyuuposaHHbie mpomM603bI 2/1y60KUX 8eH 8 aHaMHe3e.
PekomeHdyemcs y nayueHmoes ¢ 2cemoghunueli 6e3 uHaubumopos K
FVIII/FIX npu ycmaHoeke ycmpolicmea 00J1208peMeHHO020
UyeHmpasibHo20 8eHO3H020 docmyrna obecrne4umb aKMuU8HOCMb
FVIII/FIX nymem uHgy3uu koHyeHmpama ®CKVIII**/®CKIX** e
3asucumMocmu om murna 2emMousiuu ¢ yesnbro npedynpexxoeHus
pa3eumusi 2eMoppa2u4ecKko20 cuHopoma [11].

YpoeeHb y6edumenbHocmu pekomeHOayul C (ypoeeHb
docmoeepHocmu dokaszamesibcme — |V)

KommeHnmapuu: B mabnuue 4 npueedeHbl 003bl KOHUeHmpama
PCKVIIl/®CKIX** u yeneeass akmusHocms FVIII/IX npu ycmaHoske
ycmpolicmea 00J1208peMEHHO020 YeHmpasibHo20 8eHO3HO20 docmyna y
nayueHmoe c 2emogpunueti 6e3 uHaubumopos.

Tabnuuya 4. Pexxum obecrie4eHusi 2eMocmasa npu ycmaHoeke rnopma
nayueHmam c 2cemodpusiueu, HezagucumMo om so3pacma.
PekomeHOyemcs y nayueHmoe ¢ 2cemodgpunueli c uHeaubumopoe npu



ycmaHoeke ycmpolicmea 30os1208peMEeHHO020 YeHmpasibHO20
8eHO3Ho20 docmyna obecneyumb 2eMocma3s rnymem UHgys3uu
npenapamoe wyHmMupyrouie2o delicmeusi — anmakoe asnbga
(akmueupoeaHH020)™**, aHMuuH2ubuUMoOpPHO20 Koaz2yJITHMHO20
KoMreKkca** ¢ yenbro npedyrnpexoeHusi pazsumus
2eMoppaz2u4ecKko20 cuHopoma. [11].

YpoeeHb y6edumenbHocmu pekomeHOayul C (ypoeeHb
docmoeepHocmu dokazamesibcme — |V)

KommeHnmapuu: npu ycmaHoeke nopma nayueHmam c 2emogpunueu
(Oemsim u 83pOCIIbIM), OC/IOXKHEHHOU uHaubumopamu K ghakmopam
ceepmbigaHusi, 2eMocma3s obecrne4yusarom egedeHueM WyHMUpPyrowux
npenapamoes: aHMuuH2ubumopHbIl Koa2ynsiHMHbIU KoMiekc™** 80-
100 ed/ke unu anmakoe anbgha (akmueuposaHHbIl)** 120 Mka/ke. Y
nayueHmMoe ¢ UHaubumopoM rNPUMeHsIFom anmakoe asnbga

(akmueupoeaHHbIl)** Kaxoble 2-3 4 90-120 mka/k2 8 me4yeHue nepebix
Bpems [o3a

FVIII/FIX

LleneBasi akTUBHOCTb
FVIII/FIX B nna3me

Bpemsi nccnegoBsaHmns

Ao onepaynn (1-2 4) 75 ME/Kkr >100% Yepe3 15-30 MuH nocn
HHPy3NN

Yepe3 8 4 nocne

onepaunmn

>50% Mo n nocse nHepysnn
1-3 geHb nocne

onepaunmn

50 ME/kr

Ka)kagbie 12 4

>50% /Mo n nocne nHepysnn
4-7 geHb nocne

onepaunmn

75 ME/kr

Ka)kabie 24 4

>30% [o m nocne nHpy3nun

24 4 u 3amem Kaxoble 4-6 4 00 7 OHs1, TU60 aHMUUH2UBUMOPHbIU
Koa2ynsiHMHbIU Komrisiekc™** 80-100 ed/ke kaxkObie 8 4 nepebie 3 OHS,
3amem Kaxobie 12 4. Hecmompsi Ha NOOO6HbILl pexum ycmaHo8Ka
nopmoe y nayueHmoe ¢ uHaubumopamu HepeOdKO OCJIOKHsIiemcs
2eMamomamu.

PekomeHOyemcs npoeodumb npedeapumesibHbIU UHCMPYKMax,
oby4YeHue, mpeHUH2 8ceM nayueHmam U ux orneKyHam,
yXxaxkuearouwjux 3a ycmpolicmeamu 90s1208PEMEHHO20 YeHmpasibHO20
8eHO3Ho020 docmyna [11].

YpoeeHb y6edumenbHocmu pekomeHOayul C (ypoeeHb
docmoeepHocmu dokazamesibcme — |V)

Kommenmapuu: MayueHmsbi u ux onekyHbl O0/MKHbI 6bIMb
uHgopmMupoeaHbl 0 xapakmepe ycmpoticme 00J1208PeMEHHO20
UeHmpasibHo20 8€éHO3HO20 docmyna, yxo0a 3a HUM, 803MOXXHbIMU
OCJIOXKHeHusiMu, nopsioke delicmeul u Kyda um obpawamsbcsi 8 ciiy4yae
803HUKHOBEHUSI OCJI0OKHeHulU. Oby4yeHue poodumerneu pabome c
nopmom siesisiemcsi o6sizamenbHbIM ycrioeueMm obecrne4vyeHus
aghgpekmusHoOU nomMow,u nayueHmam 0aHHouU epynnbl. O6y4yeHue



npoeodumcsi ¢ nepeo2o OHs1 uMrnaHmayuu nopma, uHoueuoyasibHo,
epavyamMu u MeQUUUHCKUMU cecmpamu yeHmpa, 20e 8bIrnoJIHsIemcsi
onepauyus. B danbHeliwem oby4yeHue npodosmkaemcsi 8 ueHmpe, 20e
Habnrodaemcs nayueHm Ha NocmosiHHoli ocHoee. Podumernu u
nayueHm OO0/IKHbI 0OC8OUMb fpasuJsia acernmuku U aHmucenmuku,
HaebIKU Mo 8bINOJIHeHUI0 UHGY3ull npenapamos ¢ Ucrnosib308aHUeM
nopma.

3.5 UHoe neyeHue

PexkomeHOdyemcsi donosiHUmMesnbHass 2eMocmamu4veckasi mepanusi s
OCmaHOBKU Kpoeome4YeHuUl/Kpoeous3siusiHull y ecex nayueHmoes ¢
2emocpunueli: uHaubumopsbi hubpuHoOIU3a, MECMHbIE
2emMocmamu4eckue npenapamsl [3, 7, 12].

YpoeeHb y6edumenbHocmu pekomeHOayul C (ypoeeHb
docmoeepHocmu dokazamesibcme — |V)

KommeHnmapuu: B kayecmee 00nosiIHumesibHoli 2eMocmamu4eckol
mepanuu 803MOXHO UCIMOJ/Ib308aHUe Cr1edyroWux JIeKapCcmeeHHbIX
npenapamos:

UHa2ubumopsbl pubpuHonu3sa. Mcnonb3yromcsi Kak OOMNoJIHeHuUe K
cneyugudyeckol 3amecmumenibHolU mepanuu. Haub6onee aghghekmueHbi
npu KpoeomeyYyeHusix U3 paH cnusucmbix obosioyex. Mocym
ucnosib3o8ambcs OJisl JIeYeHUsl Kpoeome4veHull Opyaux Jlokanu3sayud.
3anpeuweHo ucnosib3o8ams MpuU MNOYeYHbIX KPOBOMEYEHUSsIX.
MecmHbie 2cemocmamu4eckue npenapamel. [lpu npoeedeHuu
ornepamueHbIX eMeWwamesibcme, 0CO6eHHO Ha NapeHXUMamo3HbIX
ope2aHax, npu 3kcmpakyuu 3y6oe, Jie4yeHuU paH rnoKa3aHo
ucnosib308aHUe MeCMHbIX 2eMocmamu4ecKkux npenapamos. dmu
npenapamsi MPUMEHSIOMCS COBMECMHO C 3amecmumersibHOU
mepanueu u npu3eaHbl ONMUMU3UpPO8amMb MeCMHbIU
2eMocmamuyeckuu aghghekm.

4. Peabunumauus

PexomeHOyemcsi nayueHmam ¢ rnopaxkeHuem 3J1eMeHmoe OrnopHo-
deuz2amesibHO20 annapama: 00JI20CPOYHOe JledeHUe nospexoeHull
cycmaeoe u Mbluwy, U hyHKUUOHasbHasi peabunumauyusi.
CaHamopHo-KypoOpmMHoe jie4yeHue PeKoMeHO08aHO 3mMuM nayueHmam
C uyesibo npedomepauwieHus1 npozpeccuposaHuUsi HapyuweHutl
OMnopHo-d8u2amesibHO20 arnnapama u yy4weHusi ux
opmonedu4yecko2o cmamyca [3, 8, 10, 16, 20, 21].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamesibcme — V)

Kommenmapuu: OCHO8HbIM KTUHUYECKUM fposiesieHuUeM 2emMmoghunuu
sesiIsIromcs peyudusupyrowue Kpo8ou3sJsusiHUsI 8 cycmasbl, 4Ymo
Heob6pamumo npueodum K pazeumuro deghopmupyrouwieti apmpornamuu
U XPOHUYECKO20 cuHosuma y amux nayueHmoas. lNopaxkeHue OMnopHo-
dsuz2amesibHO20 annapama cyuw,ecmeeHHoO JuMumupyem coyuasbHyH
adanmupoeaHHOCMb nayueHmos, yxyowaem ux Ka4ecmaeo >KU3HU.
JleyeHue MOXHO NPo8oOOUMb 8 CAHAMOPHO-KYPOPMHbIX Op2aHuU3auusix



8 K/lluMamu4eckoli 30He Npo)kueaHusi nayueHma, a makxe Ha
6anbHeonno2u4yeckux Kypopmax. Pazapabomka peabunumayuoHHbIX
Meponpussmul 00/KHa NMPoeodumbCsi COBMECMHO crneyuaaucmamu rno
peabunumayuu, KypopmoJsio2uu u 2eMamoJsio2aMu, UMerWw,umMu onbim
Jie4eHusi nayueHmoe ¢ HapyueHUsiMU ceepmbi8aHUsl Kpoeau.
Bo3Mo)XHbI makue eudbl mepanuu Kak:

WKoJ1a ncuxoJsio2u4yeckol npoghunaKkmuku OJisi nayueHmos u
POOCME8EeHHUKOS;

eo3delicmeue ynbmpa3eyKoM rnpu 3abosiegaHuUsiXx cycmaeos;
JlekapcmeeHHbIU ynbmpaghoHoghopes rnpu 3abosiesaHusix cycmaesoes;
anekmpoghopes siIeKkapcmeeHHbIX rnpenapamoe rnpu 3abosiesaHusix
cycmaeos;

eo3delicmeue 8bICOKOYaCMOMHbLIMU 3/1IEKMPOMa2HUMHbIMU MOJISIMU
(uHOykmomepmusi);

eo3delicmeue 3/IeKMpPUYeCKUM noJieM yribmpaebicokol Yacmombi (31
YBUY);

eo3delicmeue rnnepeMeHHbIM MazHUMHbIM nosiem (lMeMrT).

5. Npopunakmuka

lMpoghunakmuka (cm pa3des «Jsie4eHUe 8 pexxume npogusiakmuku).
PexkomeHOdyemcsi npoeodumb ducrnaHcepHoe HabrooeHue u

JleyeHUe s8cex nayueHmoe ¢ 2cemoghusiuel epynnou cneyuasaucmoe
pa3siud4Ho20 npodghusisi, ekIro4Yarow,el 2emMmamorsio2a, neduampa,
opmoneda-mpasmamorsio2a, cmoMmamoJsioza, gpusuomepaneema, epaya
JI®K, ncuxonoza, umerowux onbim pabomsi ¢ nayueHmamu ¢
2emocpunueu [3].

YpoeeHb y6edumenbHocmu pekomeHOayul D (ypoeeHb
docmoeepHocmu dokazamenbcme — V)

KommeHnmapuu: OcmMmomp nayueHmoe 2emMamoJsio2omM, opmonedom u
CmMomMamoJsio2oM OOJKeH MpoeooumMbCsl He MeHee 2-X pa3 6 200;
ocmarnbHbIMU crieyuasucmamu - no Heobxodumocmu. Ljenecoobpa3Ho
npoeedeHue ducnaHcepu3sauuu nayueHmoe 1 pa3 e 200 e
crieyuanu3upoeaHHOM UeHmpe HapyuweHuli 2emocmasa, ecsiu yeHmp
pacnonazaem docmamoY4HoOU KITUHUKO-s1abopamopHoli 6a3oll.
HucnaHcepHoe HabnrodeHue 3a nayueHmamu c 2emoghunueu
eKJIro4aem:

1. OuHamMuyYyeckuli MOHUMOPUH2 COCMOSIHUSI NayueHma ¢ oyeHKouU
Halu4vusi HexxeslamesibHbIX sie/IeHUl rnpu rnpoeedeHuuU
3amMecmumersibHOU

mepanuu: nosiesieHuUe uHaubumopa Kk ghakmopy ceepmbigaHUsi Kpoeu,
uHOueudyasibHasli HernepeHocCuUMoCcmb npenapama, eUpycHas
KOHMaMuHayusi, U3MeHeHUsl NcUxXoJ102U4eCcKo20 UJiu couyuasibHo20
cmamyca nayueHma. OyeHKa cocmosiHuUsi nepugepudyeckou eHO3HOU
cucmemsbli;

2. neYeHuUe OCJIOXKHEeHULl 2eMoghunuu: Koppekyusi deghuyuma xesesa,
uUHaubumopoes;

3. ebIsiesIeHuUe U sledeHue conymcmeyrouw,ux 3abosiesaHutli, o0co6eHHO



3aboneeaHul 3yb6oe, nosiocmu pma, XKKT, JIOP-op2aHoe, namosoauu
cepdey4yHoO-cocyducmol cucmemsbi u op.

6. JononnHumenbHas uHgopmayus,
eflusirowasli Ha me4yeHue U ucxoo
3abosiesaHus

rapanmupoeaHHoe 6ecnepeboliHoe obecrie4yeHUe KOHYeHmMpamom
®CKVIII** u dCKIX** y nayueHmMoe ¢ HeocJs10)kHeHHoU 2emoghunuell,
npenapamamu «wyHmupyrouw,e20 delicmeusi» usu amuyusymabom y
nayueHmoe ¢ uHaubumopHou ¢popmoti cemodpunuu, obyyeHue
NPUMEeHeHUro amux fnpenapamoes 4/1eHo8 ceMbU rnayueHmoe ¢
2emodpunueu ssesisemcs npuopumMemomM 8 op2aHu3ayuu nomMowu
nayueHmam c 2emodpunuedl.

lNpu ne4YeHuu kpoeomeyeHuli He06x00UMO nMpudepKU8amMbCsI
credyrowux nPUHYUNos:

HAns ocmaHoeku kpoeome4yeHutll O0/HKHa NPUMEHSIMbCS
3amMecmumernbHasa mepanusi KoHyeHmpamom ®CKVIII** unu ®CKIX™,
nubo npenapamamu «wyHMupyrouw,e20 delicmeausi» unu aMuyusymab
y nayueHmoe ¢ uHaubumopHou ¢ghopmot cemoghusnuu.

Heob6xo0umo cpa3y npumeHssmb 3¢hgheKkmueHblie 003bl KOHUEeHmMpamos
¢hakmopoe ceepmbigaHUs UJlu Npenapamos «WyHmMupyru,e2o
delicmeusi». Tepanusi HeAocmamoYHbIMU O03aMu He 1o380J1um
ocmaHoeumb Kposomey4eHue, ripueedem K nomepe epemMeHuU,
HapacmaHur 2eMoppa2u4ecKko20 cuHopomMma u Heo60CHO8aHHOMY
pacxody dopozocmosiuje20 rnpenapama.

Femocmamu4ecKyro mepanuro (8eedeHue KOHyeHmpamoas ¢hakmopoe
ceepmbigaHUsi KPo8uU) He06x00UMO Ha4YUHamMb KaK MOXKHO paHbuie

(8 MakcumMasibHO CXambie CPOKU HaCMOoJIbKO HaCKOJIbKO 3Mo
B803MOJXXHO, )XeJlameJsibHO 8 meYeHue rnepebix 2-x Yyacoe rnocrie
nosy4YyeHuUsi mpaeMbl UJIU MOsI8JIeHUSs Nepebix Cy6bLeKmueHbIX umnu
06 BbeKMuUBHbIX NPU3HaKoe Kpoeou3ssusiHus). [loamomy ocHoeaHuem
0151 Ha4Yana mepanuu Mmo2ym 6bimb Cy6 beKmueHbie owyuw,eHuUs
nayueHma unu ¢pakm mpaembi. BeedeHue npenapama G0/mKHO 6bimb
8blInoJsIHeHo obsi3amenbHo. Heo6xo0umMo cmpemMumbCcsi oOcCmaHo8uUmMb
Kposomeu4yeHue unu KpoeousJiussHue 00 pa3eumusi 3Ha4UuMbIX
KJIUHUYecKux nposieneHul. llpu Hanu4uu mpaembl NayueHm

dosmKkeH 6bImb OCMOMPEH 2eMamoJsio2oM 8 obs13amesibHOM rnopsioke.
JleyeHue ne2kux u cpedHUX Kposome4veHulli OOJI)KHO NMpoeooumsncsi
Ha oMy nayueHmMom uJsiu e2o podcmeeHHUKaMu 8 coomeemcmaeuu ¢
pekomeHOayusimu cemamonoeza. llpu pazeumuu mskeso20
KposomeyeHusi mepanusi 00/HKHa 6bImb Ha4Yama KaKk MOXXHO paHbule
(Ha domy) u npodosnkeHa nNod HabrrodeHuUeM 2eMmamorsio2a
cmauyuoHapHO usiu ambys1amopHoO.

MayueHmsbl He QO/MKHBLI UCNO/Ib308aMb Nnpenapamsl, Hapywarouwue
¢yHKYuro mpomboyumoes u y2cHemaruw,ue ceepmbigaHue Kpoeu,



ocobeHHO ayemursicanuyunosyro kucnnomy (ACK)** u op. HIBI1 (3a
ucknro4YeHuem Hekomopsbix LJOI-2: kemoponaka**, HUMecynuada,
ubynpogpeHa**, yenekokcuba, napekokcub u ap.).

Cnedyem uzbezamb eHympuMblWeYHbIX UHbEKUUU U NyHKYUU
apmepuldi.

Cnedyem noowpsimb pe2ynsipHble 3aHsImusi ¢husuyecKumu
ynpaxHeHusiMu, cnocobcmeyrow,umu pazsumuro MycKysiamypabil,
3aujume cycmaeoe u yny4uweHuro puzu4ecKko20 coOCmMosiHUs1
(Hanpumep, ne4yebHas 2uMHacmuka, niasaHue, meppeHKyp).
MNMayueHmsb! 0omKkHbI u3be2camb cumyayul, cesi3aHHbIX C 8bICOKUM
PUCKOM mpaem, 8 moM 4YucJsie 3aHsImusi KOHMaKmMHbIMU eudamu
eduHobopcme, usp ¢ msiKesbIM MsIYOM, 3aHSIMUU Ha CrIOPMUBHbIX
cHapsidax, u m.o.

Cmomamousioau4yeckasi nomMowb

PexomeHdosaHO npoeedeHUe MECMHOU aHecme3uu y nayueHmos ¢
mspKenol u cpedHemsiKesiol ghopmMamMu 2eMoghusiuu moJibKo rnocrie
esedeHuUsi KOHUeHmpama ¢ghakmopa ceepmsieaHus [4, 7, 8, 12].
lnaHoeble cmomMamoJsio2u4ecKkue oCMompbl OOJKHbLI MPO80AUMbLCS He
MeHee 2 pa3 8 200. O6bI4HbIe OCMOMPbI CMOMamoJio2a U Yucmka
3y6o0e

mo2ym nposodumbcsi 6e3 3amecmumesibHOU mepanuu ¢ghakmopamu.
OdHako Heob6xo00umo umemsb 8 ce0600HOM docmyne
2eMocmamuyeckue

npenapamsi (koHyeHmpamowm ®CKVIII**/OCKIX**,
aHmugubpuHonumu4eckKue npenapamel).

PekomeHOOBaHO npu okazaHUU cmomMamoJsio2u4yecKkol NoMouwiu 8axHo
mecHoe e83aumodelicmeue xupypaa-cmomMmamoJsio2a u epaya
2emMamouJioea.

YOaneHue 3yb6a unu xupypaudeckue rnpouedypbl 8bINOJIHIMb 100
cmpo2uM KOHmMpoJieM 2eMocmasa u rnocsie KOHcysibmayuu 2eMamoJsioza
[11, 13, 16, 17].

lMpu npoeedeHuu cmomamosio2u4ecKux rnpoyedyp 803MOXXHO
npumeHeHue

mpaHeKcamMoe8oll KucsombI™** unu Apya2ux aHmugubpuHoIuUMuUYeCKuUx
npenapamoe ¢ Uesibio yMeHbuweHuUs1 Heobxoodumocmu e
3amMecmumersibHoOU

mepanuu KOHUeHmpamom ¢ghakmopa. Bo3aMOXHO ucrnosib308aHue
MeCMmHbIX 2eMOCMmamu4ecKux rnpernapamoes rnocrsie yoasneHus 3y6oes.
lpu

06WwupHbIX cCMoMamoJsio2u4yeckux npouedypax (HasloxeHue weoe,
MHOXecmeeHHasi akcmpakyusi 3y6oe) Moxxem noHadobumbcs
2ocnumanus3ayusi nayueHma e cmauyuoHap.

Cnedyem eo30epxambcsi om npumeHeHusi HIBIT, oco6eHHO
auemursicanuyusosou Kuciaomsbi™**,

Oco6020 sHuMaHuUsi mpebyem npoghusiakmuka o epemsi
cmomamoJsio2u4ecKux rnpouyeadyp y nayueHmoes ¢ uHaubumopamu k FVIII.



Femogpunusi y HOBOPOIKOEHHbIX

lNpu peweHuu sonpoca o criocobe podopa3peweHusi (8a2uHasibHoe
uslu onepamueHoe), ecsiu oxxudaemcsi poxxoeHue pebeHka ¢
2emodpunueli, Heo6xo0umo ebibpamb Haubosiee ampasMamuY4HbIl
crnocob. BakyyMakcmpakyus siesisiemcsi onacHou u He QOJKHa
npoeodumbCcsi 8 OMHOWEeHUU 10008, y Komopbix Nodo3pesaemcs
eemogpunus. lMocne podopa3peweHuUs1 xxeamesibHO omobpamsb
obpasey

nyrnoeuHHoOU Kpoeu e npobupKy ¢ yumpamom Hampusi Onsi
onpedenieHUss akmusHocmu ¢ghakmopoe ceepmbieaHusi Kposu. lMpu
OUEHKe pe3y/ibmamoe Heo6xo0uMo y4Yyumbieamb 803pPacmHbIe
ocobeHHocmu. [Jo MoMeHma duazHOCMuUKuU, y HOBOPOIKOEHHbIX C
oxudaemol 2emopusiueli xxennamesnibHO 8030ep)XambCsi om
eeHernyHKyuli (mosibko 85151 duazHocmuku 2emogpusniuu), ombéopa
obpa3uyoe KanunnasipHol Kpoeu U Opya2ux UH8a3UHbLIX MaHUNynsayuu
[13].

lMpoeedeHue nabopamopHbix uccredosaHul

JlabopamopHbie aHanu3bl jiexkam e oCHoge QUa2HOCMUKU U KOHMpOoIis
y

nayueHmoe c 2emogpunuetl. TpeboeaHus K ycri08UsIM U MexXHUKe
omb6opa obpa3uoe u ebINOJIHEeHUSsI uccriedosaHull He omsu4aromcsi om
cmaHOapmHbIX. BaxHbIM acriekmom stlabopamopHbIx uccsiedoeaHull
seJsisiemcsi y4acmue 8 cucmeme KOHmMpoJisi kayecmea. lpu
duaz2Hocmuke

2emobusiuu onmuma’sibHO y4yacmeoeamb He MOJIbKO 8
2ocydapcmeeHHol,

HO U 8 MeXXQyHapOoOHOU cucmemMe KOHMPOJIsi Kayecmea slabopamopHbIX
uccnedoeaHull, oxeambiearou,eli OCHOBHbIe Koaz2ys1o/102u4ecKue
napamempnbl [3].

BakuuHauusi

MayueHmsbi ¢ 2cemoghunueli Mocym 6bimb 8aKyuHUpoeaHbl. OCO6eHHO
8a)kKHO npoeedeHuUe sakyuHauyuu om 2zenamuma B. lNpu eakyuHayuu
npednoymeHue omoaemcsi opasibHOMY UJTU MOOKOXHOMY 88€0€eHUI0
npenapama, rno cpasHeHuUro ¢ BHyMpPUMbIWEYHbLIM UJlu
8HYMPUKOXHbLIM. Ecniu Onsi 0aHHOU 8aKyuHbI 0ocmyrneH MoJibKO
8HYyMpUMbIWeYHbIU Nymb egedeHusi, Heobxoduma 3amecmumeJsibHasi
mepanus 0ns npedomepauw,eHusi pazeumusi 2eMamomsbi. B amom
cny4dae

3amecmumersibHyI0 mepanuro rnPoeoodssm HakaHyHe eakKuyuHayuu. B 0eHb
eaKyuHauuu esedeHue npenapama He pekomeHdyemcsi. Henb3s
npoeodumb 8aKUUHayuro 80 epeMsi KpoeomeyeHusi [4, 7, 13].
HexenamenbHass MeOQukaMeHMO3Hasi mepanus

He pekomeHOo8aHO npumeHeHue npenapamos, yxyowaroujux
¢yHKYur0 mpomboyumoes usiu ghakmopoe ceepmbi8aHUsI Kpoeu.
lMpumeHeHuUe makux npenapamoe Mo)em rnpueecmu K pa3eumuro
msiKenbix KpoeomeyveHull, Komopbie He KOHMPOJIUPYMCSsI ee0eHUeM



KOHUeHmpamoe ghakmopoe ceepmbigeaHusi Kpoeu. OOHaKo
paseusuwuucs

mpom603 Moxem nompeboeamb NMPUMeHeHUsI aHMuKoaz2ys/1sIHMoae.
lMpednoymeHue Ha0o omoOasamb npenapamaM KpPpamKoepeMeHHO20
delicmeusi. Kaxobil pa3 Heo6xo0umMo aHau3uposambs COOMHOWEHUe
nosb3bl U PpUCKa Oom MPUMeHeHUs1 aHmuKoaz2yJsisiHmoe u
aHmuazpezaHmos.

O6y4yeHue nayueHMoe U 4YJIeHoe ux cemel

O6y4yeHue nayueHmoe u 4Ys1eHoe ux cemeli — Heob6xodumoe ycrsioeue
obecneyvyeHuss adekeamHoOU nNoMow,u makum nayueHmam. O6y4yeHue
Ha4YuHaemcsl cpa3y rnocJsie ycmaHoeJsieHusi duazHo3a u npoeooumcs Ha
MocmosiHHOU OCHO8e 8pavYaMu U MeQUUUHCKUMU cecmpamMu ueHmpa, 8
Komopom Habrrodaemcsi nayueHm.

O6y4yeHue nposodumcsi uHOuesudyasibHO MNpPuU Nocew,eHuUU yeHmpa u e
paMKax WKosbl nayueHmam ¢ 2emochusnued.

OcHoeHble HanpaesJsieHusi 0by4YeHuUs1 nayueHma u 4/1eHo8 e20 CeMbuU:
4Ymo makoe 2emopunus;

ocobeHHOocmu Oemel ¢ cemobusnueu;

HaebIKU OUEHKU cOCmMosiHUs1 pebeHKa;

HaebIKU OUEHKU CUMIMOMO08, Xxapakmepa U msi>kxecmu Kpo8omeYyeHusl;
XpaHeHue U ucrnoJsib308aHue KOHUeHmpamoe hakmopoes
ceepmbi8aHUsi KPo8U;

rnokasaHusi u 003bl 3amMecmumesibHOU mepanuu;

HaebIKu rnpoeeodeHuUsi UH(hy3uu 8 OMaWHUX YCI/I08USIX;

yXx00 3a eeHaMu;

npumMeHeHue Opya2ux 2eMocmamu4yecKux rpenapamoes;

¢ghusuyeckass akmueHOCMb;

rncuxoJsio2uyeckasl u coyuasibHasi adanmauyusi;

npogheccuoHasibHasi opueHmauusi;

ropuduyecKue acreKmaoil.

lMomumo epayeli u Medcecmep K 06y4YeHUIO NayueHmMoe U 4J1eHo8 Ux
cemeli Heo6x00UMO npuesIeKamp McUxos10208, KOPUCMOE8 U Y/1IeHO8
obuwiecmeeHHbIX Op2aHuU3auyul, npedcmassisirow,ux UHmMepechbI
nayueHmoes ¢ 2emochunued.

7. Ope2aHu3ayusi MeQUUUHCKOU
nomowiu

Bcex nayuenmoe ¢ 2emogpunueli pekoMeHO08aHO peaucmpupoeams U
Habnrodame € crieyuasu3upo8aHHOM yeHmpe (1Mo 03MOXHOCMU).
JdosmxHa 6bImb Kpy2/10CymoYHasi 603MOXHOCMb KOHMaKma ¢
2emMamosio2oM, UMeroWUM Orbim JIeYeHUs1 NayueHmoe ¢ HapyueHusmMu
2emMocmasa.

Moka3aHus Ona nnaHoeol 2ocnumanusauyuu:

niaHoeoe ornepamueHoe Jie4yeHue.

Moka3aHus Ons akcmpeHHoU 20cnumanu3ayuu:

JXU3Hey2poXaroujee KpogomeyeHue;



npoeedeHue SAKCMPEeHHO020 ornepamueHo20 eMewiamesibcmaea.
lNoka3aHus K ebINnuUCKe nayueHma u3 cmayuoHapa:.
rnoJiHasi OCMaHOB8Ka Kpo8ome4eHus

Kpumepuu oueHKku kayecmea
MelOuUyUuHCcKoUu nomMouwiu

N Kpurtepnn kayecTtBa YpoBeHb

AOCTOBEPHOCTH

AOKa3aTesIbCTB

YpoBeHb

yb6eamrenbHOCTH

pekomeHaaunit

1. Bbinos1HeH ocMOTp Bpa4YyoM-remarosiorom V D
2. BbInosiHeHOo o6wni (KIMHNYECKMii) aHasin3 KpoBH
C onpepgesieHNEM KoJim4YecTBa TPOM6oyNTOB

VD

3. BbinosiHeHa koarynorpamma (akmueuposaHHoe
4acmuyHoe mpombonnacmuHogoe epems,
npompom6uHogoe 8peMsi, mpomM6uUHOB80e 8pemsi,
KOHUeHmpauyusi gpubpuHozeHa (no Knayccy) u

nodcyem Konu4decmea mpomb6ouumos)

VD

4. BbinosiHeHO onpejesieHne aKTMBHOCTH (hakTopoB
cBeprbiBaHnsi kposu VIII n FIX

VD

6. lIpoBeageHa MoJIeKyJ/IAPHO-reHeTn4YecKkas
AMarHocTuka HapylweHni ¢pakTtopa cBepTbiBaHNS
kpoBu VIII, chakTOopa cBepTbiBaHNsA kKpoBu IX

IA

7. lIpoBeaeHa 3amMecTuTesnibHas Tepanus
KOHUeHTpaTaMn (haKTopoB CBEPTbIBAHUS KPOBU B
COOTBETCTBHMM C BbISIBJIEHHbIM AedrnLNToM

IA

8. JocTrHyTto KynupoBaH1ne reMopparmn4ecKkoro
CUHApOMA

IIT B

9. lNMpoBeageHa reMocrarnyeckas repanusi
KOMMOHEeHTaMu KpoBu (NMpyr OTCYyTCTBHUHN
cneymngmnyeckmnx sieKapCTBeHHbIX Npenaparos,
Npy HAZINYNUKN MeANLIMHCKNX NMOKa3aHun 1 npu
OTCYTCTBMM Me[MLUMNHCKNX MPOTUBOIMOKAa3aHMi)
IA

10. JocTurHyra nosioXxntesibHasi AUHaMHUKa
KJIMHNYECKUX NMposiBJIEHNH reMopparn4yeckoro
CHHApPOMaA y nayneHTa B Te4yeHne 24 4yacos oT
Ha4ana tepanuu

VD

11. JOCTUrHYTO KJINMHNYECKOE yJ1y4Ylli€HNEe COCTOSIHHS
nayveHra

VD
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2. bapHayn.

6. MancmsiH NeHHadult MapmuHoeu4, 0.M.H., 3asedyrowul
omdenieHUeM peaHuUMauuu u UHMeHCUBHOU mepanuu, epay
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KoHgbstukm uHmepecos: Hem

lNpunoxxeHue A2. MemoooJsiozus
pa3pabomku KITUHUYeCcKuUXx
pekomeHOayul

Leneeasi ayOumopusi - epavu:

2emamousioau

neduampsi

mepaneemal

xupypau

cmomamoJsioau

omoJsiapuHzaonoau

opmonedbi-mpasMmamorsiozu

MemoOblI, ucnonb3oeaHHbIe Osisi cbopa/cenekyuu
dokazamenbcme:

lMouck ny6bnukayul e cneyuanu3upo8aHHbIX Nepuoou4YecKuUx
ne4yamHbIx u3daHusix ¢ umnakm-g¢ghakmopom > 0,3.

lMouck e anneKkMpPoOHHbIX 6a3ax OaHHbIX.

Ba3bi OaHHbIX, UCNOJ/Ib308aHHbIX OJisi cbopa/cenekyuu
dokaszamesnbcme:

Hoka3zamenbHol 6a30U 0551 pekomeHOayul siesnisiromcesi nybaukayuu,
eowedwue 8 6a3bi 0aHHbIx PUBMED, MEDLINE, KokpaHoeckou
6ubnuomeku. lNouck npoeodusicsi Ha 2n1ybuHy 6osee 20 iem.
MemoOsbI, ucnosib3o8aHHbIe OJ1s1 aHaslu3a 0oKazamesibcme:
O630pbI Mema-aHanu308, PaHOOMU3UPOBAaHHbLIX MPOCMNEKMUBHbIX
KOHMPOUpyeMbIX MNepeKpecmMHbIX KITUHUYeCKUX uccriedoeaHull.
O630pbI onybnukoeaHHbIX uccriedoeaHull cy4vali-kOHmMPOJib usu
KO20pMmHbIX uccriedosaHull.

Cucmemamuyeckue 0630pbI ¢ mabnuuamu dokazamesibcme.
MemoOsbI, ucnosib308aHHbIe O/1s1 Ka4ecmea U cusbl
dokazamesnbcme:

KoHceHcyc akcnnepmos;

OueHka 3Ha4YumMocmu GoKa3amesibCcme 8 coomeemcmaeuu ¢
peumuHeaoeoli cucmemoli ybedumesnibHocmu dokazamesibcme
(Mpunoxerue I11).

Memodosnozaus paspabomku pekomeHOayuli:

OnucaHue memodOuKu aHaslu3a 0oKazamesibcme u pa3pabomku
pekomeHOayul

lMpu om6ope nybnukayuli, KaK NMOMeHyuasibHbIX UCMOYHUKO8
dokaszamesnibcme, UCoJib308aHHasl 8 KaXXO0OM uccrsie0oeaHuu



memodonoz2usi o/mkHa 6bImb u3ly4eHa Osisi moao, Ymobnbi y6edumbcs e
coomeemcmeuu ee rnpuHyunamMm 0okazamesibHol MeOUUUHbI.
Pe3ynbmam

u3y4eHusi esiusiem Ha ypoeeHb OOKa3zamesibHOCMmu, rnpuceausaemMbil
nyb6sukayuu, Ymo e ceoro o4epeldsb esiusiem Ha cuJsly ebimeKarouw,ux u3
Hee peKkoMmeHOauyuu.

Memodonozu4eckoe usydeHue ¢hoKycupyemcsi Ha 0CO6eHHOCmsix
du3aliHa uccriedoeaHusl, KOMopbie OKa3bléasiu Cyu,ecmeeHHoe
eJlusiHUe Ha Ka4ecmeo pe3yJsibinamoe U ebie000a.

C uenbio UCK/IIOYEHUS e/UsiHUSI Cy6beKkKmueHbIX ¢hakmopoe Kaxdoe
uccrsiedoeaHue oueHusaemcsi, Kak MUHUMYM, O8yMsl He3agUCUMbIMU
4YjleHaMu aeMmopCKo20 KoJsulekmuea. Pasnu4vusi 8 oueHke ob6cyxdaromcs
Ha coeewaHusix paboyell epynnbl a8MOPCKO20 KoslsleKmuea OaHHbIX
peKkomeHOayul.

Ha ocHoeaHuu aHanu3a dokazamesibcme pa3pabomaHbi pa3oesibl
KJIUHUYeCKUX pekoMeHOAayuli c ouyeHKoU cuslbl 8 coomeemcmeuu ¢
pelimuHa2080U cucmemoli 2padauyuli 0oKkazamesibHOCMU pPeKoMeHOauyul
(MpunoxxeHue [12).

MemoOdsI, ucnonb3oeaHHbIe OJisi hopMyIuUpPoO8aHUs

PeKoMeHOayuu:

KoHceHcyc akcnepmoes.

OueHka 3Ha4YuMocmu pekomeHOayuli 8 coomeemcmeuu ¢
petmuHzao80l cucmemoli epadayuli 0okazamesibHocmu
pekomeHOayuli (MpunoxeHue [12).

UHOukamopbl dob6pokayecmeeHHOU KiuHU4Yeckol npakmuku (Good
Practice Points — GPPs): dobpokayecmeeHHasi npaKkmuka
pexkomeHOayull OCHo8bI8aemMcCsl Ha Keaslughukauuu U KJTUHUY€CKOM
onbime asmopCKO20 KoJlslekmuaea.

Memodosnioz2us eanudusayuu pekomeHoayuu:

MemoOsbI eanudu3ayuu peKkomeHlauuu:

BHeuwHsisi 3KcnepmHasi OyeHKa.

BHympeHHsisi 3KcriepmHasi OUeHKa.

OnucaHue memoOuku eanuodu3ayuu peKomeHoauuu:

PekomeHOayuu e npedeapumesibHOU eepcuu peueH3upyromcs
He3aeUCUMbIMU 3KcnepmamMu, KOMopbIX MPOCsIM MPOKOMMeHmMuUpoeamsab,
HaCKOJILKO Ka4ecmeeHHO uHmepnpemuposaHbl G0Kazamesibcmea u
pa3pabomaHbl pekomeHOayuu. Takxe npoeooumcsi 3KcriepmHas
OUEeHKa cmuJisi U3J10)KeHUus1 pekoMeHOayutl u ux docmyrnHocmu onsi
MOHUMAaHUSI.

lMpedeapumenbHbie eepcuu pekomeHOayul npedcmaessissromcsi OJisi
o6cyxOeHusi Ha Hay4YHbIX 2eMamoJsio2U4eCKUX KOHghepeHyusIx
HayuoHanbHO20 2emamorsio2u4yecko20 obujecmea u 3acedaHusix
lMpoghunsHol komuccuu no N'emamosnozauu, Pabo4el a2pynnbi no
pa3pabomke KiiuHU4YecKux pekomeHlayul F'emamosio2u4eckoz20
Hay4YHO20 yeHmpa, eedywuMmu crneyuaaucmamu npogusibHbIX
®PedepanbHbIX yeHmMpoe P® u npakmuyeckumu epadamu.



U3yvyaromcsi KoMMeHmapuu co CMOPOHbI 8payeli-eeMamosio2oe
amMbynamopHoO20 u cmayuoHapHO20 a3marnoe 8 OmHoWeHuu
doxo04ue0CMU U UX OUEHKU 8a)KHOCMU pekoMeHOayuli kKak paboy4yez2o
UHCMpyMeHma rnoeceoHe8HoU npakmuku.

3ameyaHus1 U KOMMeHmapuu, rnoJsly4eHHbIe om 3Kcrepmos,
muiamesibHO

cucmemamu3supyromcsi u ob6cyxdaromcsi asmopCKUM KOJI/IEKMUSOM.
lpu

Heob6xodumocmu nposodumcsi BHeCeHUe U3MeHeHuUl u OornoJsiHeHul 8
meKcm peKkomeHOauyuu.

OkoH4YamesnbHas pedaKyusi:

Ans okoHYamenbHOU pedakyuu u KOHMPOJIsI KaYecmea peKkoMeHOayuu
MoeMmMOPHO aHa/IU3UPYyrOMCs YsieHaMu aeéMmopCcKo20 Kosuiekmuea, ons
noomeep xk0eHuUsi mo20, Ymo ece Cyu,ecCmeeHHbIe 3aMeYaHusi u
KOMMeHmapuu 3Kcriepmoe rnpuHsimsbl 60 8 HUMaHue, PUCK
cucmemamu4eckux owubok npu paspabomke ceedeH K MUHUMYMY.
OkoH4YamenbHasi pedaKuusi KJIUHUYEeCKUX peKOMeHOayuu
paccmMampuearomcsi u ymeepxodaromcsi Ha 3acedaHuu lMpoghunbHoU
komuccuu no Nemamonozauu, Pabo4eli epynnsbi no paspabomke
KJITUHUYeCKux pekomeHOauuu 'emamosio2u4ecKko20 Hay4YHO20 UeHmpa,
U 8 3aK/1I04YeHUU, Ha KOHepecce (cbe3de, NniieHyme) HayuoHaslbHO20
2eMamoJsio2uyecKo20 obujecmea.

lNMpunoxeHue 11 YpoeHu docmoeepHOCMU peKoMeHoayul

(6 coomeemcmeuu co wkanamu, pa3pabomaHHbIMU AMepPUKaHCKUM
obwecmeom knuHu4veckol oHkonoauu (ASCO) u Eeponetickum

obwecmeom meduyuHckol oHkonoauu (ESMO)

YpoBeHb

AOoKa3aTteJIbHOCTH

Tvn goka3aresibHOCTH

I [lokazartesnibCcTBa NMoJiy4€Hbl B pe3ysibTate MeTa-aHasaunsa 60/1bLI0oro 4ucna
XOpOLLIO Crn/IaHUPOBaHHbIX PaHAOMU3IUPOBaHHbIX NCC/IEA0BaHMI.
PanpomusnpoBaHHbIe€ UCC/I€0BaHNSI C HU3KUM yPOBHEM JI0XKHOMO3HMTUBHbIX
M JI0XKHOHEraTMBHbIX OLUNGOK.

II fJoka3are/sibCTBa OCHOBaHbl Ha pe3y/ibTatax He MeHee O/JHOro XopolLUuo
crnJlaHMpoOBaHHOIro PaHAOMMN3UPOBaHHOIo UCC1e0BaHMNS.
PaHgomusnpoBaHHbI€ Ncc/leOBaHNS C BbICOKMUM YPOBHEM J10)KHOMO3UTUBHbIX
M J10)KHOHEraTuBHbIX OLINGOK.

III [loka3aTesibCTBa OCHOBAaHbI Ha pe3y/ibTatax, Xopowuo Cri1aHupoBaHHbIX
HepaHOMMU3MPOBaHHbIX UccsegoBaHni. KoHTposmpyeMbie nccieqoBaHns
OAHOM rpynmnoy 60/1bHbIX, NCC/IEAO0BaHMNSA C IPYNno NCTOPUYECKOIro
KOHTpOJISi M T.4.

IV foka3arenibCcTBa noJsiy4eHbl B pe3ysibrate HepaHAOMN3INPOBaHHbIX
mnccneposaHni. HenpsiMbie cpaBHNTE/IbHbIE, ONMMNCaTEe/IbHO KOPPE/sAUNOHHbIE
uccnenoBaHus1 U uccaefoBaHUA KJIIMHUYECKNX C/TyYaes.

V Aoka3zaresibcTBa OCHOBaHbl Ha K/INMHNYECKHNX ClIy4dasix u npuMmepax.

lMpunoxeHue 12. CmenerHu u 2padayuu 0oKkazamesibHOCmMu
pekomeHOayul

(8 coomeemcmeuu co wkanamu, pa3pabomaHHbIMU AMePUKaHCKUM
obwecmeom KnuHu4Yeckol oHkosioeuu (ASCO) u Esponelickum

obwecmeom MeduyuHckol oHkosio2uu (ESMO).

CreneHb Mpagayus

A [lokazatenbctBo I ypoBHSI /1N yCTOMYNBbIE MHOIoYMuceHHble gaHHble II, IIT nan IV
YPOBHS AOKa3aTe/IbHOCTH

B fokaszarenbcrBa II, 111 nan IV ypoBHS, cYUTalOWNecs1 B L|€JIOM yCTOHYNBbIMU



AaHHbIMMN
C Aokazarenbcrsa 11, III, IV ypoBHs, HO JaHHbI€ B LJ€JIOM HeyCTOH4YnBbIe
D Cna6blie niin HecucreMaTnyeckmne sMnupmuYecKkme AoKa3arTeslbCTBa

lNopsidok 06HOBIEHUST KITUHUYECKUX PeKOMeHOauuu.

MexaHu3m o6HO8/IeHUsI KITUHUYEeCKUX PpeKOMeHOauul
npedycmampueaem ux cucmemMamu4ecKyro akmyanu3ayuro — He pexe
4YyeM OOUH pa3 e mpu 200a uJiu npu nosiesieHUU Hoeol uHghopmayuu o
maKmuke eedeHus1 nayueHmoes ¢ 0aHHbIM 3abonieeaHuemMm. PeweHue 06
o6HoeneHuu npuHumaem M3 P® Ha ocHoge npednoxeHull,
npedcmaesieHHbIX MeOUUUHCKUMU HEKOMMepP4YeCKUMU
npogeccuoHasnibHbIMU op2aHu3ayusimu. C¢hopmMupoeaHHbIe
npeosoxeHusi OOJHKHbI y4Uumbi8amb pPe3ysibmambl KOMIMJIEKCHOU
OUEHKU

JlIeKapcmeeHHbIX npenapamos, MeQUUUHCKUX u3denull, a makKxe
pe3ysibmamsbl KJIUHUYeckKol anpobayuu.

Cnedyem yyecmsb, Ymo y nayueHma mo2ym 6bimb HecmaHOapmHbie
nposiesieHusi 6os1e3HU, a MaK)xe coyemaHue KOHKpemHou 6051e3HuU ¢
dpyaumMu namoJio2usiMu, Ymo Moxxem QUKmMoeamsb Jsiedauw,emy spady
U3MEeHeHUs1 8 aslzopumme eblbopa onmumMasibHOlU makmuku
dua2HOCMUKU U JIeYEeHUs].

lpunoxeHue A3. CesizaHHbIe
OOKyMeHmbI

Hem

lpunoxeHue b. Anzopummsbi
eedeHuUs1 nayueHma

Anzopumm eedeHusi nayueHma c Nemoghunueu

lpunoxeHue B. UHhopmayus Onsi
nayueHmos

Femogpunusi — amo npobsiema KpoeomeyeHusi. Y makux 60/1bHbIX 8
Kpoeu He xeamaem ¢hakmopa ceep Mmbi8aHUsI, KOMOpPbIU ornpeodesissemcs
Hanu4uem 8 Kpoesu besikos, obecrnevyusarouw,ux ceepmbnieaeMocmb
Kposu.

Hau6onee pacnpocmpaHeHHbIU mun 2emopunuu — 2emogpunusi A. lNpu
amowm 3abosiegaHuU y Yeslo8eKa He xeamaem ¢hakmopa ceepmbieaHus
VIll. MeHee pacnpocmpaHeHHbIU mun — 2emogpunusi B. Y makux
60/1bHbIX He Xxeamaem ¢hakmopa ceepmbigaHus IX. Pe3ynbmamsbi
2emocghunuu A u B oduHakoebl — Kpoeome4yeHusi y 60sIbHbIX Onsimcs
dosibwe 06bIYHOR20.

Kak nrodu 3aboneearom cemogpunueu?

Jllodu He Mo2ym 3apa3umbcsi 2emoghusiueli om Ko20-HUbyOb, KaKk
npocmyadol. N'emoghunusi o6bI4YHO nepeda emcs no Hacredcmeay, mo
ecmb

yepe3 2eHbl podumernel. MHo20a eemodhunusi ecmpevyaemcs y nodeu, e



CeMbsIX KOmOpPbIX He U38eCmHbI ciy4au amou 6on1e3Hu. dmo
Ha3bleaemcsi

criopadu4eckoli cemogpunueli. Okosio 30 % 60nbHbLIX 2emoghunuel
nony4arom ee He Yyepe3 2eHbl po dumenel. bone3Hb y HUX 8bl38aHa
U3MEeHeHUsIMU 8 2e Hax camo20 60/1bHO20.

Kak Hacnedyemcs cemogpunusi?

Ecnu omey 6oneH 2cemoghunueti, a Mamb 300poea, HU OOUH U3 cbiHogel
He 3aboneem 2emopunuell. Hocumensamu 2eHa cmaHym ece do4epu.
XeHwuHbI, umerowue 2eH 2emobusniuu, Hasblearomcesi Hocumensamu. Y
HUX Mo2ym rnposesiIAMbCS CUMMMOMbI 2eMogusiuu, u OHU Mo2ym
nepedaeamb 3abosieeaHue ceoum demsiM. BepossmHocmb mo2o, Ymo
ux

CbiHO8bs1 6ydym 60s1bHbI 2emMoghbunueli, a do4epu cmaHym Hocumernsi
mMu

ee 2eHa, cocmasJsisiem 50 %.

XeHwuHa moxxem 6onremb 2emogbusniueli mosiIbKO 8 MoM crly4yae, ecsiu
6os1eH ee omeuy, a Mamb siesiiemcsi HO cumeneM. Takue cny4au KpaliHe
peokKu.

Tpu ghopmbI msixxecmu 3abonesaHusl.

Tsokecmb 3aboneeaHusi 03Havyaem, Kak cepbe3HO cocmosiHue 60J1bHO20.
CmeneHb msixxecmu 3abosnieeaHusi 3agucum om mo20, HaCKOJIbKO
6o11bHOMY He xeamaem ¢hakmopa ceepmbieaHusi Kpoeu (Hopma: 50—
150% o6bi1yHOU akmueHocmu FVIIl unu FIX):

Jleckasi popma cemogpunuu: 5—30 % ob6bIYHOU akmueHoCcMuU ¢hakmopa
ceepmbigaHUsi Kpoeu. Bo3mMoXHO OnumenbHoe Kpogome4yeHue rnocrsie
Xupypau4eckoll onepayuu usiu msixkesno2o paHeHusi. lIpobnema
KposomeyYyeHusi MO)kem omcymcmeogameb.

CpedHsisi hopma ecemocpunuu: 1—5 % ob6bI4HOU akmueHOCcMuU haKkmopa
ceepmbigaHusi Kpoeu. Bo3mMoXXHO OnumenbHoe Kpogome4yeHue rnocrsie
XU pypa2u4eckKko20 u cmomMamoJsio2u4ecKo20 eMewamesibcmea siubo
mspKes1020 paHeHusi. KpoeomeyeHusi 803MOXXHbI npumepHo 1 pa3 e
mecsiy. KpoeomeyeHusi 6e3 euOuMoll NPUYUHBLI PeOKU unu
omcymcmeyrom.

Tskenas gpopma cemogpunuu: meHee 1 % o6bIYHOU akmueHocmu
¢ghakmopa ceepmbigaHusi Kposu. Yacmbie eHympumMbiweYHble U
@HympucycmaeHbie Kpogome4yeHusi (6 OCHOBHOM 8 KOJIeHHbIX,
JIOKmeebIX U 20J/1eHOCMOIHbIX cycmasax). Kpoeome4yeHusi 803MOXXHbI
1—2 pa3a e Hedes1l0. BO3MOXXHbI Kpoeome4yeHusi 6e3 eudumoli
NPUYUHBbI.

Kakoebl cumnmomsbi 2emochunuu?

Cumnmombi 2emogpunuu munoe A u B oOuHaKoesbl:

6osibWwUe CUHSIKU;

6HyMpUMbIWeYHbIe U 8HympucycmaeHble Kpogomeye Husi, 0CO6eHHO
8 KOJIeHHbIX, JIOKmee8bIX U 20JIeHOCMOIHbIX Cycmasax;

eQUHUYHbIe KpogsomeyYyeHusi (6He3arnHble 8HympeHHUe

KposomeyeHusi 6e3 auQuUMOU NMPUYUHbI);



dnumernbHbIe KpOBOMeYeHUsl rnocrie rnopesa, yoasieHus 3yba unu
onepayuu;

dnumersnibHOe Kpoeome4eHue nocJie Hec4acmHo20 cmy4vasl, 0CO6eHHO
npu paHeHUuU 20J108bl.

BHympumMbiweYHble U HympucycmasHbie Kpogome4e HUsl 8bI3biearom:
60/1b unu «cmpaHHoe owlyuwieHue»;

60/1b U OKOYEHEeHue;

HapyweHue nNod8UXXHOCMU Cycmagoe UJsiu MbIWUy;

onyxaHue.

Ide yawie npoucxodssm Kpoeome4veHus1?

Y 605bHbIX 2emogpusniueli 6biearom eHympeHHUe U Hapy>XHbIe
KposomeyYeHusl.

MHo2o4ucneHHbIe Kpo8ome4YeHuUsi 8 OOHOM U MOM ke cycmaee Mmo2ym
npusecmu K e20 noepexoeHuro u 6osieebiM oWyuw,eHuUsIMm.
Moemopsirowuecsi Kposome4yeHuUs1 MO2ym ebi3eamb Opyaue
3abosiesaHus,

makue, KaKk apmpum, rnpu KOmopom 3ampyOoHsiemcsi xo0bba unu
8bINnosIHeHUe Apyaux rnpocmabix deticmeuu.

BHympucycmaeHble, BHympuMbIWeYHbIe KpO8OmMe4YeHus rnpoucxoosim
YJauje ecez20 8 yKa3zaHHbIXx 30Hax. OOHako cycmasebl PyK npu
2emogpusiuu o6bI1YHO ocmaromcsi Hernospexx0eHHbIMU (6 omsiudue om
Hekomopbix eudoe apmpuma).

Kak neyam 6osbHbIX 2emoghunueti?

B Hacmosiuwjee epemsi siedeHue 2eMoghusiuu eecbma 3¢hgheKmueHo.
Hedocmarowuli gpakmop ceepmbieaHusi Kpoeu eeodumcsi mymem
8HympueeHHoU uHbekyuu. Koeda docmamoyHbili 06bem ¢hakmopa
ceepmbieaHusi Kpoeu docmuaaem noepexx0eHHo20 Mecma,
Kposomeu4yeHue npekpauw,aemcs.

Jleyume kpoeomeyeHue 6bicmpo! HezamednumernbHoe Jsie4eHue
nomMoxkem ymeHbwumb 60s1b U nogpexxoeHue cycmaesos, Mblly, U
opzaHoe. lpu He3amednumesibHOM Jie4eHUU OJisi OCMaHOB8KU
Kposomeu4eHusi MoHadobumcsi MeHbWwe haKkmopa ceepmbi8aHUs KPO8U.
Ecnu comHesaemecb — neyume! Ecniu Bam kaxxemcsi, ymo y Bac
Ha4yaJiocb Kpogome4veHue, jiedume e20 0ae 8 mom criy4yae, koeda Bbi e
3amom He yeepeHbl. Huko20a He xdume, noka cycmae eocnasaumcs,
onyxHem u cmaHem 6os1emb. He dymaiime o mom, Ymo sie4eHue Moxem
6bImb «HanpacHbIM».

PadukanbHo20 cpedcmea om 2eMoghusiuu rokKka Hem, HO Nnpu sie4eHuu
6051bHBbIE MO2ym eecmu 300poebIll 06pa3 XU3HU.

Be3 neyeHust 60s1bHLIM ¢ mspkesol ghopmol 2eMo ¢husiuu Moxem 6bimb
mpyOHO pe2ynisipHO Xxo0umb 8 WKosy usu Ha pabomy. OHu Mmoa2ym
cmamb

¢husuyecKu HenoJsIHOYEeHHbIMU, ¥ HUX MO2Ym 803HUKamb npobnemsi
npu xo0b6e usnu dpyaux npocmbix delicmeausix, 1ubo oHU mo2ym
ymMepemsb 8 paHHeM eo3pacme.

JleueHue mpebyemcs e cnedyrowux ciydasix:



npu eHympucycmaeHOM KpogomeyeHuu;
npu eHyMpUMbIWEYHOM Kpoeomey4yeHuu, ocobeHHO 8 obnacmu pyk u
Hoe;

npu paHeHuUsIX weu, pma, si3bIlKa, 1uya unau anas;

npu cunbHbIX ywubax 20s108bI U HEO6bLIYHOU 205108HOL 6051U;

npu obusibHbLIX UJIU MOCMOSIHHbLIX KPOB8OMeYeHUsix 8 JTlo60M mecme;
npu cunbHoU 6os1u unu onyxaHuu J1r06020 mecma;

npu 1106bIX OMKPLIMbIX PaHax, KoOmopblie mpebyemcsi 3awueamb;
nocne 106020 Hec4acmHo20 CJlyYasi, 8 pe3ysibmame KOomopo20o Mo)xem
803HUKHYMb KpOog8ome4yeHue.

JleueHue mpebyemcs nepeod:

Xxupypau 4Yyeckou ornepayuel, 8K/1r04asi CmomMamosio2u4ecKyro;
delicmeusiMu, KOmopbie MO2ym 8bi38amb Kpog8omeyYyeHue.

«Y3esiku Ha namsimb» Os1s1 6051bHbIX 2emogpunuel

1. Jledume KposomeyeHue 61cMpoO.

lpu 6bicMpol ocmaHoeke Kpogsome4yeHus1 yMeHbwa emcsi 60/1b,
HaHocumcsi MeHbwuli eped cycmaeam, MblwyamM u op2aHam. Kpome
moeo, ocmaHo8Ka Kposome4yeHusi nompebyem meHee
npodosnKumesibHo20

Jie4yeHus.

2. Bydbme e xopouwel ¢husu4veckoli ghopme.

CunbHble MblWYbI MTOMO2YM 8aM 3auiumumbCsi om eOUHUYHbIX
KposomeyeHul (6e3 eaudumol npu4uHsbl) u npobnem c cycmasamu.
Cnpocume sawee20 fie4auw,e20 epaya, Kakue eaudbl cnopma u
ynpaxHeHus1 0511 eaC onMmMumMarsibHbl.

3. He npuHumaume acrupuH.

AcnupuH moxem nposoyupoeamb KposomeyeHusi. Hekomopbie dpyaue
Jle Kapcmea mak)xe Mo2ym eJlusimb Ha ceepmbi8aeMOCMb KPOB8U.
Bcez0da

crpawueatime epaya, kakoe sjiekapcmeo He Npu4yuHUm eam epeaa.

4. PecynsipHo obpawalimechb K saweMy siedauwemMy epavy usnu
medcecmpe.

5. U36ezalime eHympuMbIWeYHbIX UHbeKyul. bonbHbIM 2emMogpunuet
He nMpomueornokKa3aHbl UHbEeKyuu, npedomepauwaroujue dpyaue
3abosneeaHusi. Tem He MeHee, 8ee0eHUe uaJibl 8 MbIWUYY MOXXKem
ebI3eamb 60s1e3HeHHOe KposomeyeHue. lMpusueku 051 60/1IbHO20
2emodgpunueli He npedcmasnsrom onacHocmu. bonbwuHcmeo dpyaux
Jiekapcme emy csiedyem a2s1o0mamb Usiu 880 QUMb UX He
8HYMPUMbIWEYHO, @ BHYMPUBEHHO.

6. bepeaume 3y6hbl.

Ans nayueHmoe ¢ ecemoghunuell eaxxHo cobsiro0eHuUe 2u2ueHbl nosiocmu
pma, 4Ymo rnomo2aem npedomepamums pa3zgeumue napoooHmMo3a u
kapueca. [Jns npedomepauw,eHusi npobsiem peaynspHO yucmume 3y6bI u
csiedylume cogeemam g8awe20 cmomamorsio2a. [jns yucmku 3y6oe
Heob6xoduMo ucrnosib308amb Msi2Kyto 3y6Hyr0 wemky. YOasneHue 3yboe
ebi3bleaem KposomeyYyeHue.



7. Hocume nacnopm 6051bHO20 2emogpunueli c uHghopmayuel o Bawel
60s1e3HU, YMObBKLI NPU HeEcHacm HOM cJlydae JIro0U JIe2Ko Mo2Jiu O Hell
y3Hameb.

8. Mony4ume ocHOBHbIe HaebIKU OKa3aHUs rnepeou rnoMouwu.
Ucnonb3sylime ux G551 o0cMaHOBKU KPO8OMe4YeHUsl.

lMomHume, ymo HebosbWuUe nope3sbl, yapanuHbl U CUHSIKU OObIYHO He
onacHbl. Kak npaeusio, oHU He Hy>k0aromcsi 8 sie4eHuu. 30ecb Yacmo
docmamo4Ho nepeol NoMouw,u.

Kozda Heob6xodumo HemeOsieHHO obpaw,ambcs K epavy?

lMocne ydapa e 2osi08y unu Opya2ux mpaem 20/108bI UJlU, Ko20a
HernoHsIMHbI NMPUYUHbI NPOJO/HKUMeEsIbHOU 20/108HOU 601U Unu
MoOWwHOMbI U Pp8oMabl.

UHmeHcueHOe KposomeyeHue, KOMopPoe He803MOXXHO OCMaHoO8UMb
6e3 cneyuanbHOU NOMOWU UU KOmopoe 80306Ho8/IsIeMcs Oaxe
rnocrie okasaHusi nepsol nomMouwu.

Koz0da nosiensiemcs Kpoeb 8 Mo4e usu Karse.

Koz0da HenoHsimHbI Npu4uHbl 601U 8 XXusome.

Koz0a kpoeomeyeHue unu 6os1b 803HUKarom 8 obsiac mu weu.

Kakue kpoeome4veHus s18/17I0Mcsi cepbe3HbIMU UJlu co30arom ye2po3y
JKU3HU?

OcHOBHOU NpUYuUHOU cMepmHocmu npu 2eMmogu Jsiuu, 0CO6eHHO y
demell, 18JIIFOMCS1 KPOBOU3JIUSIHUSI 8 20J7108HOU MO32 (06bIYHO 8
pe3ysibmame mpaembi). dmu Kpo8OoU3/TUsIHUSI MO2ym 8bi38amb
20J108HYI0

60/1b, MmOowHOMy, peaomy, es/710CMb, MIOMEPI0 OpueHmayuu u
moyHocmu

deuxxeHul, cnabocmb, cydopoau, Momepr CO3HaHUsI.
KpoeousnusiHusi 8 20ps10 Mo2ym 6bImb 8bi38aHbl UHGheKuyuell,
paHeHuUeM, UHbeKuUsIMuU npu se4yeHuu 3y60e usnu xupypau4yeckum
emMewamesnbcmeom. Kposousnusi HUs1 8 20pJ10 8bi3biéarom onyxaHue,
3ampyOHeHue 2J10 maHusi U ObIXaHUsl.

Adpyaue KpoeousnusiHUs1 — e 2n1a3a, M0380HOYHUK U MOSICHUYHYIO
MbIWUY — Mo2ym 6bimb 04YeHb Cepbe3 HbIMU, HO 06bIYHO He
yepoxarom

JKU3HU.

Ymo makoe uHaubumopsbi?

Unzubumopbl — amo aHmumena (6enku), ebipabambieaemMbie
op2aHuU3Mom 07151 moao, Ymobb! uzbasumscsi om seujecms,
npedcmaesisiioWuxcsi eMy «UHOPOOHbIMU». B kpoeu 60/1bHO20
2emochunueli Mo2cym ebipabambl eambcsi uH2ubumopsbi, cmpemMsiujuecsi
K

YHUYMOXEHUI UHOPOOHO20 b6esika e sie4e6HOM npenapame. Ecnu
uUH2ubumopsl cunbHee, 1e4yeHue 8 06bIYHOM 06 BLEeMe MoXXxem
OKazambCsi

ManoaghgheKkmueHbIM.

Unzubumopbi ecmpedyaromcss docmamo4yHo pedko. Yauwie eceao ux



ob6Hapyxuearom y 60sIbHbIX msixkenou ¢ghopmoli 2emochunuu A.
lMpoesepsitime Hanu4yue uHaubumopoe nepeod onepa yued, 8KJIr0OYas
CMoOMamoJsio2u4ecKy|o.

HomawHee neyeHue

HomawHee neyeHue — amo nepenusaHue KOHyeHmMpama ¢ghakmopa
ceepmbigaHusi éHe 601bHUUbI. Bce 3anucu o nne4yeHuu criedyem
coxpaHsimb — eedu OHe8HUK mpaHcghy3ull.

HomawHee neyeHue — 3amo He MoJIbKO 60JibWasi omeemcmeeHHOCMb
3a

nepenueaHue, HoO U yMeHue dejslamb 3MO caMocmosimesibHO. bonbHoU
2emodgbusnuell u YrieHbl e20 ceMbU pa3oesissiom omeemcmeeHHOCMb 3a
300poebe 60/1bHO20 ¢ MeQuUyUHCKUMU pabomHukamu. lfocoeopume ¢
2emMamoJio2oM npexoe, 4yeM Ha4yHewb OoMawHee siedyeHue. [emamousioe
pa3bsicCHUM npaesusia AoMaWHe20 jie4eHus1, Hay4yum rnpaeusibHo
onpedesiimb 003bl KOHUeHmMpa ma 07151 adekeamHou mepanuu
Kposomeu4eHusi, Medcecmpa nomoxxem oesiadems memodom docmyna K
8eHe U 06BbSICHUM MexXHUKY nepesiueaHusl.

Cnedyem ommemumsb, Ymo JoMawHee jie4eHUe He 3aMeHsiem
KJTUHUY€CKO20.

lNpeumyuwiecmea domawHe20 sIe4eHUs:

JleyeHue kposomeyeHust Ha4uHaemcsi 6biIcmpo, Mo ecmb
coxpaHsiromcsi

cycmaebl, 3mo 3as102 He npespamumbCsl 8 UH8asluoda.

Pexxe obpauwiaemecsb 8 60/1bHUUY.

Ecnu 6bicmpo ocmaHaesiugaeme Kposome4yeHue 8 NnopaxeHHbIX
cycmaeax-MuweHsIX — bl He 6ydeme mepnemsb 607/1b.

He HyHbI 06e360nusarowjue.

Hem nponycka 3aHssmuu e wkoJie unu ebixoda Ha pabomy.
Yeenu4ueaemcs gpusuveckasi u coyuasibHasi akmueHOCMb.
CmaHoeumechb He3aguUCUMBbIM.

LeHmpbi no nevyeHuro nayueHmos ¢ 2cemogpusniueu:

®rby «HMUL cemamonoz2uu» MuH3dpaea Poccuu, omden
koazynonamut. Hoebili 3bikoeckuli npoe3o, 0. 4, 2. Mockea, 125167.
Ten +7 (495) 612 29 12.

r'bY3 Mopo3sosckas [ Kb [J3M, 2. Mockea, 2eMamoJsio2u4eckoe
omdeneHue. 4-bil [Job6pbIHUHCKUU nep., 0. 1/9, 2. Mockea, 119049.

Ten. +7 (499) 236 15 87.

ropodckoli ueHmp no neveHuro cemogpunuu Cl16. NbY3 «opodckasi
nonuknuHuka Ne 37». lopoxoeas yn., 0. 6, 2. CaHkm-lTemepbype,
191186. Ten. +7 (812) 315 48 71.

HUUN 2cemamonozuu u mpaHcgy3suosnoauu. 2-ass Coeemckas yn., 0. 16,
2. Cankm-lemep6bype, 191186. Ten. +7 (812) 274 56 50.

®IrbY Kupoeckuli Hay4yHoO-uccriedoeamesibCKUli uHcmumym
2emMamoJioauu u nepesnueaHusi kpoeu. KpacHoapmelickas yin., 0. 72,

2. Kupoe, 610027. Ten. +7 (8332) 67 9197

Anmaltckutu ¢punuan ®Irey «HMUL cemamonoauu» MuH3Opaea



Poccuu. Kpaeeol yeHmp namosio2uu 2emocmasa. JIsnudeeckozo yin.,
0. 1, 2. bapHayn, 656024. Ten. +7 (3852) 68 98 80.

IMPOTOKOI

2eMocmamuyeckoll mepanuu KOHUeHmpamamu ¢ghakmopoe
ceepmbigaHUsI KpoeU 3a 20 200

®.1.0.

60s1bHO20

Bec (ke)
Hama poxodeHusi Ten. JuazHo3

No

n\n

Hdaran

BpeMsi
obocTpeHHns
Xapakrep
obocTpeHns
Hdaran

BpeMsi
BBegeHus1
KOHUEeHTparta
HanmeHoBaHue
npenapara
M.E.

¢gakropa
KnnHnuyecknii
a¢pekr (Bpe
HacTynieHuns
yaydLeHns
ero
nposiB/IeHNs1
yMeHbL.60/1m
obbema
KpoBOU3/TUSIH
M ap.)

1. 01.01.01 remapTpo3
npas.
JIOKTEeBOro
cycraBa
01.01.01
15.00

500 15.45
yMeHbLUEeHne
6osmn

2

Pac4yem 003bI KOHUeHMpama, Heobxoo0umolU Osisi 68e0eHUsI:
Ocmpbie cemapmpo3bi: 1 cycmae - 20 m.e.\k2 maccbl mena
2 u 6os1ee cycmaeos - 30 M.e.\k2 Maccbl mena

Femamomsbl He6obwux pa3mepos: 20 M.e.\k2 Maccbl mesna
3abprowuHHbIe 2emMamombli: 40 M.e.\k2 maccbl mena
lModnuckb neyawe2o epaya

lModnuck nayueHma

BHUMAHUE!

Beodumb KoHUeHmpamsbI hakmopoe ceepmbi8aHUs!

Kpoeu Heob6xo0uMO 8 caMOM Ha4aJle Kpo8ou3JlusiHus!

Ans koHcynbmayut 3860HUMBL MO0 Mer.
(Kpy2r1ocymo4Ho)

lpunoxeHue I'.




lpunoxeHue I

PekomeHOyeMblIll yposeHb hakmopa u npooosnKumesibHOCmb

mepanuu rnpu pa3jiu4Hbix eudax Kpogsome4yeHuu
Bupag kpoBoTreyeHnsi Fremogpnnnsa A Fremopunns B
Hdocruraemsbiii

ypoBeHb (%)
AnnrenbHocTb

(AaHn)

Aocruraemnbiii

ypoBeHb (%)
AnnresnbHoCTb

(AHn)

FremapTpo3 40 -601 -2 nn 60os1ee 40 - 60 1 — 2 u 60s1€e
Me>kMbIlueYHble
reMarombl

40 - 60 2 - 3 n 6os1ee 40 - 60 2 - 3 n 6osee
3ab6prownHHas remaroma
Ha4dasibHas
noaaep>xknBaoLlas

80 - 100

30 - 60

3-5

3 - 5 un 6os1ee

80 - 100

30 - 60

1-2

3 - 5 un 6os1ee
BHyTpn4yepernHoe KpoBOU3/IUsIHuE
HavyasnbHasi
noaaepi>kusarowjas

80 - 100

50

1-7

8-21

60 - 80

30

1-7

8-21

KpoBou3snnsiHme B LLer0 u ropsio
Ha4daJsibHas
noaaep>xkuBaoLas

80 - 100

50

1-7

8-14

60 - 80

30

1-7

8-14

JKKT kpoBoTeyeHune
HaJvasbHasi
noaaepi>kusarowjas

80 - 100

50

1-6

7 -14

60 - 80

30

1-6

7 -14

MoueyHoe
KpoBoTeYeHne
503-5403-5
OnepaTuBHOe Jie4eHHne
lNMpeponepaynoHHas
nocseonepaynoHHas

80 - 100



40 - 60

1-2
7-14
60 - 80
30 - 50
1-2

7 -14

KpoBoreueHune N3 C/IN3UCTbIX MOJIOCTHU pTa
HavyanbHas

nogaep>knBaroLas
80 - 100

50

1

2 - 3 n 6onee

60 - 80

30

1

2- 3 n 6osee___



