IIporoko. okazaHusi MeIMIUHCKOM oMoy npu I'emoduianu
HOPMAamu8HAas CCbliKdA.

1) KPID 127 2023r. «I'emoduausy (o0s13aTenbHBIC B KIMHAYECKOH npakTuke ¢ 1 ssaBaps 2024 roma)™;

Kareropus JeTu

BO3pacTHas

MeauumnHcKas [lepBuunas, amOynaTtopHas, IIaHOBas

MOMOIIb

Bpau Bpay-MeIMaTp YYaCTKOBBII.
Knaccupurkauus

MKB

D66 — nacneactBennsblit geduiut dakropa VIII

D67— nacnencreennsiii gedummt dhakropa [X.

ITo cTeneHu TsKeCTH

Tsoxenas — aktuBHocTh FVIII/FIX (HOpMa 50-150%) < 1%,
Cpenneti crenienn — aktuBHOCTh FVIII/FIX- 1-5%,
Jlerkas - aktusuocts FVIII/FIX- >5%

JIlmarHocTtuka

7Kanoobl Ha JIETKO TIOABIIAIOIIMECS DOKXHMMO3bl M TIE€MaTOMbl B DPAaHHEM JIETCTBE;
BO3HHUKHOBEHHUE CIIOHTAHHBIX KPOBOTEUEHUHN (OCOOEHHO B CYCTaBbl, MBIIIIBI U
MSTKHE TKaHM); JUIMTENIbHBIX KPOBOTEUEHUH 11OCIIE TPABM UM XUPYPrU4eCKOro
BMEUIATEIbCTBA.

Kpurepun

NMNOCTAHOBKMH JUAarHo3a

Jos YCTaHOBJICHUS JMar’osa reMopuINI y nalnpeHTa c
HaJIMYMEM I'€MOpPPAaruyecKoro CUHJIpPOMa B aHAMHE3€ WM IMPU OTATOIMIEHHOM
CEMEIHOM aHaMHe3€ HCIIONB3YITCS KPUTEPUU TUArHO3a reMOpMINU (IUarHo3
yCTaHABJIMBACTCS NP HATMYHKM KaK MUHUMYM JIBYX U3 TPEX KPUTEPHEB):

1) otcyTcTBHE MPUOOPETEHHBIX KOAryJIOMaTHii;

2) cumwkenne aktuBHOCTH FVIII/FIX Himke 50%;

3) wmamnuue mytarmii redoB FVIIT wiu FIX.

AHamMHe3

1)Hanu4ue  TPOSBICHUA  T'eMOPParuveckoro  CHUHApOMaA
POJICTBEHHUKOB I10 KEHCKOMU JINHUM (Y MY>KUHH, PEXE Y )KEHIIHH).
2) HaJIM4YHe TeMOPPAruvyecKuX MpPOSIBICHUN B HEOHATAILHOM TEPHOJE B BUJIC
KeansoreMaToM, BHYTPUUYEPENHBIX KPOBOUBIMSIHMNA, KPOBOTOUYMBOCTU U
JUTMTEIIBHOM 3a)KUBJICHUU ITYIIOYHOW PAHKU; Y TPYJHBIX IE€T€H — DKXUMO30B, HE
CBA3aHHBIX CO 3HAYUMOM TpPaBMOW, TIE€MAaTOM MATKUX TKaHEH Mocie
HE3HAYUTENbHbIX yIIMOOB WM  CIOHTAaHHBIX. Y  HEKOTOpBIX JeTel
KpOBOTEYEHHSI MOTYT OTCYTCTBOBAaTh HA IEPBOM IOy KH3HH JI0 T€X HOp, MOKa
peOeHOK He HAYHET XO/UTh.

3) peuuauBBI KPOBOTCUCHUH MMOCIIE MEPBUYHOW OCTAHOBKH, HE CBSI3aHHBIC C
MOBTOPHOM TpPaBMOM, MaccuBHble W (MJIM) MHOXXECTBEHHbIE TI'€MaTOMBI,
CUCTEMHOCTh T'€MOpparMueckux MpOSBICHUM  (IPOSBICHUS  PA3IUYHOU
JIOKQJIM3allMH), KCIOHTAHHBIE TEMOPPArH4e€CKUE NMPOSIBICHUSY.

y  OJU3KUX

Jdannbie
00LEKTUBHOI'O
ocMOTpa

Bcem mammeHntaM ¢ mOJ03peHHMEM HAa TeMO(IIHMIO, WM  BIEPBBIC
YCTaHOBJICHHBIM ANAarHo30M FeMO(i)I/IJ'II/Iﬂ Ha KaXXI10M Bpaqe6H0M
preMe PEKOMEH IyeTCs BH3yallbHOE UCCIIeIOBAaHUE, MabIAIHS, IEPKYCCHS.
Heo0Oxonumo obparaTh BHUMaHHUE Ha!

1)Hanuune KOKHOTO TeMOPPAarHuecKoro CHHIAPOMA Pa3IHYHOW BBIPAKCHHOCTH

B BUAC MHOXCCTBCHHBIX J3KXMMO30B M I'€MAaTOM, BO3MOKHBIX ITPHU TSDKEIION U




cpeaHeTshkenon popme reMopuIHH.

2)BBISIBJICHHE TPU3HAKOB MOPaKEHHs CYCTaBOB B BHIE Acdopmarivu, oTeka u
JIOKAJHHOTO TOBBIILICHUSI TEMIIEpaTypbl KOXH (OCTPBI TemMapTpo3) u/wim
NPU3HAKOB  HApPYIICHHWs TOABIKHOCTH, OObeMa JIBIXKCHHH CyCTaBOB,
TUMOTPOGHUM MBIl KOHEYHOCTH Ha CTOPOHE MOPaKEHHOTO CyCTaBa,
3)HapyieHue moxXoaku (aehopMHUPYIOIIAs apTPOIIATHSI).

JlabopaTopHble THATHOCTHYECKHE MU CCJIEIOBAHUS

JlaGopaTopHble 1)oOmuuii (KIMHUYECKUIT) aHATH3 KPOBH
HCCJIeJOBAHUS 2)ucclieIoBaHNE YPOBHS TPOMOOITUTOB B KPOBH
3)koaryiorpama:

e TpoMOorutactuoBoe Bpems (AUTB),

e TPOMOWMHOBOE BPEMEHH B KPOBH,

e ypoBeHb (prOpHUHOTEHA B KPOBH
4)uccrieoBaHUE KPOBH Ul JMArHOCTUKU BPOXKIEHHOro neduiura (HakTopos
CBEPTHIBAHUS:

e onpenenenue akTuBHOCTH Paktopa VIII B cbiBOpoTKEe KpoBH,
ompezeneHue akTuBHOCTU (hakropa IX B CHIBOpOTKE KPOBH,
ompezeneHue akTuBHOCTU (hakropa XI B CHIBOPOTKE KPOBH,
onpezenenue aktTuBHOCcTU (haktopa XII B cbIBOpOTKE KPOBU
HCCIIeI0OBaHNE aKTUBHOCTU U CBOWCTB (hakTopa Buinedpanna B kposy,
HcclieIoBaHne aHTUreHa (akropa BuneOpanga

HNucrpymentanbabie | 1)330(daroractpomayoeHOCKONHS,

AUATHOCTHYECKHUE 2) yabTpa3ByKOBOE HCCIICIOBAHHUE CYCTaBa, WM PEHTIeHOTrpadust MOPaKeHHOTO
HCCIe10BAHNA CyCTaBa, WJIM MarHUTHO-PE30HAHCHAs TOMOrpadus CycTasa,

3)ynbTpa3ByKOBOE HCCICIOBAHUE OPraHOB OPIOIIHOM MOJOCTH (KOMILIEKCHOE)
1 3a0pIOIIMHHOTIO IIPOCTPAHCTBA,

4)ynbTpa3ByKOBOE MCCIIEI0BAaHIE MOUYCBBIBOISIINX ITyTEH,

5)koMmbrOTepHAas TOMOTpadusi OPraHOB IPYTHOMN KISTKH,

6)kommblOTepHas ToMOrpadus WIH MAarHUTHO-PE3OHAHCHAs ToOMOrpadus
TOJIOBHOI'O MO3ra

KoncyabTanuu 1)Bpava-TpaBMarosora-opTorne/a
NPOPUIBLHBIX 2)Bpavya-HEBPOJIOTa
CHeHHATHCTOB 3)Bpaua-oTOPUHOJIIAPUHTOJIOTA
(B 3aBucuMoOCcTH  OT | 4)Bpada-cTromMaToJiora
JOKaJIU3aluu
KPOBOTEYCHHSI)
IMoka3aHusi VISl TOCIIMTAIU3ALMM B CTALHOHAP
IlnanoBast TP IEPBUYHOM IOCTAHOBKE AMArHO3a
JKCTPEeHHas J100bIe KPOBOTEUEHHUSI, OTIEPaTUBHOE JICUEHUE
JleueHnue

Bcem narnmentaM ¢ remoduianeit peKOMEHyeTCs MPOBEACHUE CIeNU(PUIECKOr 3aMeCTUTEILHON Teparuu
(akTOpamMu CBEpTHIBAHUS KPOBU.

Pacyer n03bI (akTOpOB CBEPTHIBAHUS KPOBU U MPOAOKUTEIBHOCTH JICUEHUS MPOBOAMTCS HCXOMAS U3
IIEJIEBOT0 3HAYEHUsI aKTUBHOCTH JE(PHUIUTHOTO (haKTOpa U BUAA KPOBOTCUCHHS.

[Tpodunaktuyeckas Tepanusi — HEOOXOUMOE YCIIOBUE COXpaHEHUs (PU3MYECKOTO M TCHUXOJIOTUYECKOrO
3/I0pOBbsI MAIUEHTOB C TSHKEION U CPEeTHETSIKEION reMopuiIneii.

[TpodunakTuka 3aKiI04aeTcsi B CHCTEMAaTHYECKOM MPUMEHEHHH (PAKTOPOB CBEPTHIBAHUS KPOBH.
[TokazaHusAMHU A1 MPOBEACHUS MOCTOSIHHOM MPO(QUIAKTUYECKON 3aMEeCTUTENbHON Tepanuu (hakTopamu
ceeprbiBanus kposH (BO2BD no ATX kinaccudukanum) sBisioTCS:

1)tsoxenast popma reMopuIug,

2)cpenHersbkenas GopMa reMOoDWIMH TMPH  Pa3BUTHH XOTsl Obl OJHOTO 3MH30/1a TeMapTpo3a WU




BBIPQKEHHBIX T€MOPPArn4ecKuX MPOsBICHUIN APYToi JJOKAIU3aLHH.

IHaumenTam ¢ remodpuineii A pexomeHaoBaHa uHPY3usi ¢axropa cBepTbiBaHus kposu VIII
(nmaasmatuyeckoro ¢pakropa ceeproiBanus kposu VIII) B gose 25-40 ME/kr 1 pa3 B 2 ausa win 3
pa3a B HeJleJIIo.

IManmentam ¢ remoduineii B — undysus ¢paxkropa ceeproiBanus kposu IX** B 1o3e 25-40 ME/kr 1
pa3 B 3 1HS MJIM 2 pa3a B HeleJllo.

JUis manuMeHToB ¢ TshKeNod ¢dopmoi reMopuinu A peKOMEHIOBaHO MPOBEACHHE MPOPUIAKTUIECKOTO
JeYSHMs SMULIM3yMaOOM: Harpy3ouHas 03a 3 MI/KI Macchl Tella - 4 BBEJICHUs C MHTEPBAJIOM B 7 JHEH, ¢
MOCJIEIYIOIUM PETYJISIPHBIM BBEJICHUEM Ipernapara B go3e 1,5 mr/kr 1 pa3 B Heaeno win 3 MI/KI MacChl
tena 1 pa3 B 2 Henenu.

[Ipn oxa3zaHuu CTOMATOJIOTMYECKOM IOMOIIM HEOOXOAMMO BHEIUIAHOBOE BBEICHHE IUIAHOBOM J103bI
(akTOpa CBEpTHIBAEMOCTH IE€pE]l HAYaJIOM CTOMATOJIOITMYECKON MaHUIYJSIIUK U dyepe3 §8-12 vacoB mocie
€€ OKOHYaHMS.

MOHHTOPI/IHF 3(1)(l)eKTI/IBHOCTI/I JICUHCHHUSA HaA dTAIlC JJCUCHUA

3amectuTenbHas Tepanus TpedyeT KIMHUYECKOTO U, TPH HEOOXO0IMMOCTH, JTa0OPATOPHOTO KOHTPOJIS.
1)KnuHuveckuii KOHTPOJIb JO/DKEH IMPOBOJUTHCS BPAdOM-T€MATOJIOrOM IPH OOpAICHHWU MalMeHTa,
BpayoOM I€IUATPOM, POJUTENSAIMU U CAMUM IALUEHTOM NOCTOSHHO. B OCHOBE KIMHUYECKOTO KOHTPOJIS
JEXKUT OUEHKAa JUHAMHUKHA TEMOPPArMYE€CKUX MPOSIBICHUM M €€ COIOCTaBICHUE C MPOBOJAMMOMN
3aMECTUTENILHOM TEpaIueH.

2)JIabopaTopHbIii KOHTPOJIb MPOBOAMTCSA IUTAaHOBO | pa3 B roa u Bkiaodaer ompenenenue AUTB,
AKTUBHOCTH Je(uuuUTHOr0 (akTtopa B KpPOBU U HAIMUYME €ro0 HHTHOUTOpa, BpPAyoM IMEIUATPOM IO
PEKOMEHIallMKM Bpaya remMaToJiora.

3)BHemIaHOBbI# Ta00PATOPHBIN KOHTPOJIb MPOBOIUTCS MPH OOpAIICHUH MAI[HEHTA 10 MMOBOAY CHIDKCHHUS
3¢ (EeKTHBHOCTH TPOBOAMMON Tepamuu W BKIo4aer omnpeneiaeHue AUTB, aktuBHOCTH IOedUITUTHOTO
dakropa B kpoBH /10 U uepe3 30 MUHYT IOCIIe BBEICHUS pacueTHOM 03kl npenapata. [IpoBoautcs Bpauom
MeMATPOM U MTPU HEOOXOJIMMOCTH - BPA4OM I'eMaTOJIOTOM.

PeadnimTanusi M cCAaHATOPHO-KYPOPTHOE Je4yeHHe

[Tanmentam c remoduineit c MIOpaXEHUEM OIIOPHO-ABUTaTEIBHOIO
anmnapara peKOMEHI0BAHO JI0JITOCPOYHOE JIEYEHUE MOBPEKICHUM CyCTaBOB M MbIIIL, U (PYHKIHOHAJIbHAS
peabminTanys, a Takke CaHATOPHO-KYPOPTHOE JICYEHHE C LENbI0 MPeJOTBpAIleHHs] TPOrpeCCUPOBAHUS
HapyLIEHUH OMOPHO-ABUTaTEIbHOIO aNapara 1 yIy4llIeHUs: UX OpPTONEeINYECKOro cTaTyca.

JleyeHne MOKHO IIPOBOANUTH B CAHATOPHO-KYPOPTHBIX OpraHU3alUsaX B KIMMaTHYECKON 30HE NPOKUBAHMS

NaIUeHTa, a TaKXKe Ha 0aIbHEOJIOTHYECKUX KypopTax.

Pa3zpaboTka peaOMINTALMOHHBIX MEPONPUATHH JTOJKHA MPOBOAUTHCS COBMECTHO CIEHUATUCTAMU 10
peadbunuTanuy, KypopTOJOTMHM W BpadyaMU-TEMATOJIOraMM, HWMEIOLIUMHU OIbIT JIEYEHHUsS] MalleHTOB C
HapyLICHUSIMH CBEPTBIBAHUSI KPOBH.

Bo3MoxHBI TakKe BUJbI TEPANIUN KaK:

- BO3/ICHICTBUE YJIBTPA3BYKOM IpH 3a00JI€BaHUSIX CYCTaBOB;

- IEKapCTBEHHBIN ybTpadoHodopes mpu 3a00JIeBaHUIX CYCTaBOB;

- 3JIeKTPOo(hope3 JTEeKAPCTBEHHBIX MPENapaToB Mpu 3a00JIEBaHUSIX CYCTaBOB;

- BO3JICHCTBUE BBICOKOYACTOTHBIMH 3JIEKTPOMArHUTHBIMU MOJISAMH (MHIAYKTOTEPMHUS);

- BO3/ICHCTBUE JIEKTPUUECKUM T10JIEM YIbTpaBbicokoi yacToTsl (D11 YBY);

- BO3JIeHCTBUE MepeMeHHbIM MarHUTHBIM nojieM (I[TeMIT).

JucnancepHoe Hal/I01eHHE

[Manentel ¢ remoduiaMed TOMKHBI HAOMIONATBCS TPYIINOW CHEIHATMCTOB PA3JIMYHOTO MPOQHIIs,
BKJIFOYAIOLICH:

1)Bpaua-remarosiora,

2)Bpaua-nieauarpa,

3)Bpaua-TpaBMaToJIOra-opToNeaa,

4)Bpaya-cromaroJiora,




5)MEIUITMHCKOTO TICUXO0JI0Ta.
OcCMOTp ManMEeHTOB BPavyOM-T€MAaTOJI0TOM, BpauOM-TPaBMOTOJIOTOM-OPTOTIEIOM U BPa4yOM-CTOMATOJIOTOM
JIOJKEH MTPOBOJIUTHCS HE MEHEE 2-X pa3 B IO/; OCTAJIbHBIMU CIEIUATUCTAMU - 10 HEOOXOAUMOCTH.

Baknunauns

[Manentsl ¢ remopuianeir MOryT ObITH BaKIMHUPOBaHb. OCOOEHHO Ba)KHO MPOBEICHHE BAKIIMHAIIUH OT
renatuta B. Ilpu BakuMHanMm npennoYTEeHUE OTAACTCS OpAJIBbHOMY WM IOJKOKHOMY BBEIEHUIO
[penapara, 10 CpPaBHEHHIO C BHYTPUMBIIICYHBIM WJIH BHYTPUKOXHBIM. EciiM Uil JTaHHOM BaKLMHBI
JIOCTYIIEH TOJBKO BHYTPUMBIIICUYHbIH IyThb BBEIEHHUS, HEOOXOIMMa 3aMECTUTENbHAs Tepamus s
IIPEIOTBPALCHUS PA3BUTHU IeMaToOMbl. B 3TOM cilydae 3aMECTUTEIbHYIO TEPANMIO IPOBOJAT HAKaHyHE
BaKIIMHALMKA. B [eHp BakuuHanMM BBEJIEHUE IIpernapara He pekoMeHzayercsa. Henws3s npoBoauts
BaKLMHALMIO BO BPEMsI KPOBOTECUYECHHUSI.




Anroputm aencTBmn Bpayda

MaUMeHT ¢ BEPHDMLMAPOBAHHLIM
AMATHO30M rEMODHIHA

3aMeCTHTENLHAA TEPANHA KOHUEHTPATAMN
FVII**FIX", naupentam ¢ TAXeNoi hopuod
TEMODHNMM A BOIMOXHO HAYANO Tepanu
INHuM3ymatou*

TIPODHARKTHIECKWA PEXMM BBEACHAA
38MECTHTENLHON TEPANHH KOKUEHTPATAMMA
FVIII**AFIX™* wm HasHavemme
MMUM3YMata" AR NBUMEHTOB C TAXENOA
hopuoi remodnun A

VWIT repann npenaparau WyHTHPYOUEro
fefcTenA

ECTb 0TBET Ha TEPaNKio Yepea 12 MecaLes

Mpononxury Tepanuio MAT/penaparawm
LyHTHPYIOLENO AGHCTBHA

KPOBOTENEHWHA B FOR NPH TEpanu
KoHLexTparaw FVII*/#FIX**

Her

3aMaCTMTENLHAR TRPANNA KOHUEHTPATAMM
FVIII**/#FIX** no haKTy KpoBOTENeHA

EcTb unrmburop k FVIILFIX

Her

4

[luammuieckoe HaBnIoABHHE/KOPPeKLMA
PEXHMA H 03 BBEAEHHA KOHUEHTPATOB

FVII™/#FIX", Tepanua conycTeyiuwei
naTONOrM

Cweria wyHTupylowero npenapar

110361 KOHUeHTpaTos FVIII™AFIX™ no pakty

KPOBOTENEHHA WV TEPANHA MMLM3yMAOOM"*
1A NAKEHTOB C remodmnved A

a/BbicoKHe

JIOCTHIHYT MMMYHHEA TONBPAHTHOCTD

fla

Y

MpocmnaxTuka KoHueHTparamu FVII*#FIX"
WA TBANAR IMMLM3YMABOM'™* ANA NUMEHTOB C
remodmanen A

Her

/

Tepanwa npenaparami WyKTHpYILLero
AGACTBAA MM IMHUMIYMABOM"* ANA NALMEHTOB
¢ remodunnei A




