17 anpens 2024 roga — BcemupHbIii geHb remodpuanm
16 anpena 2024

17 anpens no uHMUMaTMBe BceMmnpHOI opraHnsaumnm sgpasooxpaHeHnn (BO3) 6bina BbibpaHa gaTa
ONA NPUBEYEHUSA BHUMAHMA K Npobiemam 60/bHbIX, CTPALAOLLMX HAPYLIEHUAMM CBEPTLIBAEMOCTH
KpOBW.

Femodunama — 310 BpPOXKAEHHOE HapyLLUEeHME CBEPTbIBAHUA KPOBU, KOTOPOE NPOABAAETCA
HefocTaTKoM paKkTopa ceepTbiBaHMA Kposu VIII (FVIII) (npu remodunum A) nnmn daktopa IX (FIX) (npu
remoduamm B). ITOT HeAOCTATOK ABAAETCA Pe3y/IbTAaTOM MyTaLLMM COOTBETCTBYIOLLMX FreHoB. YacToTa
pacnpocTpaHéHHocTM remodumanm A coctasnsaet 1:10000 HOBopOXKAEHHbIX, remoduamm B — 1:60000
HOBOPOAEHHbIX.

B 3aBMCMMOCTM OT YPOBHA AedUUMTHOrO PpaKTopa reModuana noapasaenaerca Ha Taxenyo dopmy
(ypoBeHb pakTopa meHee 1%), cpeaHei cteneHn TaxecTu (yposeHb dakTopa 1-5%) n nerkyio popmy
(ypoBeHb pakTopa 5-40%).

17 o

remodpunuun

anpens

Kak npoasnsaetca remod)vm nAa

XapaKTepHbIM NpossaeHneM remodpuanm aBaseTca CKIOHHOCTb K KpOBOTEYEHUAM. MHTEHCUBHOCTb
KPOBOTEUYEHWNIT 3aBUCUT OT cTeneHn TaxecT remoduanun. Mpu Taxenei dopme nocne He3HAYUTENbHbIX
TpPaBM UM gaxke 6e3 BUAMMbIX MPUYMH HAYMHAOTCA 0BMbHbIE, AINTENIbHBIE KPOBOTEYEHUSA U
KPOBOWM3/INAHNA B TKAHU, MOJIOCTb CYCTaBOB, MblLLLLbl, CONPOBOXKAAtoLWMecs 60/bio, CAaBAEHUEM
HEpPBHbIX CTBOJIOB M A,PYIUX KM3HEHHO Ba*KHbIX OPraHoB.



Haunbonee yacTo cnyyatoTca KPOBOTEUYEHMSA B KPYMHbIE CYCTaBbl (KONEHHbIE, TO/IEHOCTOMNHbIE,
TasobeapeHHble, NeYeBble, TOKTEBbIe). KpoBOTEYEHMA B CYCTaB Ha3bIBaOTCA remapTpo3amu. Mpu
YaCTbIX KPOBOM3NNAHUAX B CYCTaB Pa3BMBaAtOTCA CTOMKME AepOopMUPYIOLLME U3MEHEHUA CYCTaBOB —
remoouanYecKkas apTponaT1s, NPU KOTOPOK NOCTENEHHO NOpPaXKaeTcs Kancyna cycTasa, XpAll,
npuaeraloLlmMe KoCTi, MArkue TKaHu. Ffemoduanyeckan apTponaTna MOKET NPUBECTU K paspyLLEHMIO
CycTaBa W MHBaNIMAHOCTHU.

KpoBounsnmaHua B mbiwubl BcTpeyatotca B 10-20% cny4vaes, okono 1% cocTaBAAOT KPOBOUINUAHUA
B LLEHTPa/IbHYIO HEPBHYIO CUCTEMY, KOTOPbIE NPEeACTaBAAIT HaMbONbLUYIO YIPO3Y A5 KU3HU
nauneHToB. bosibHblE ¢ remoduanen cpeaHel u Nerkom CTEMNEHN TAXKECTU MOTYT HE UMETb
KPOBOTEUYEHUI A0 TeX NOP, MOKa He NoJiy4aT TPaBMy UKW He NMepPeHeCYT XMPYPruyeckyto onepaumio.

Ecnn Hayanocb KpoBoTeUueHne

NMoawn, ctpagatowme remoduaneit, o6bI4HO YyBCTBYHOT PaHHME CUMMTOMbI KPOBOMU3INAHUA, ELLE A0
npossieHna GU3nYecknx NpusHakos. MoryT 6biTb OLLYLLEHWA NOKaAbIBaHWA, PpacnuMpaHus B CycTaBse.
Mpu3HaKamMun KPOBOU3NINAHMA B CyCcTaB ABAAETCA 60/b, MPUNYXA0CTb, CYCTaB CTAHOBUTCA TEM/bIM Ha
oLlynb, ABUXKEHNS B HEM OrpaHMYeHbl. KpoBoTeueHuMa cnegyeT Ne4nTb B KpaTyanlLmMe CPOKM,
npeanoYTUTE/IbHO B TEYEHUE ABYX YacoB, NyTEM BBEAEHMA KOHLEeHTpaTa GpaKTopa CBEPTbIBAHMA KPOBM.
He Hago »kaaTb, KOrAa CycTaB OnyxHeT 1 nosButca 6ob. Ecam KpoBoTeyeHne Havyanocb, HO
BblPa*KeHHbIe MPU3HAKKN ero OTCYTCTBYIOT — C/lefyeT BBECTU KOHLLEHTPAT GpaKTopa CBEPTbIBAHMA.
Heobxoanmo obecnevyntb NOKOM KOHEYHOCTU, NpnaaTh el KOMPOPTHOE BO3BbILEHHOE MOIOXKEHUE.
Mpu BbipaXKeHHOM remapTpPO3€e HYXXHO UCNONb30BaTb CpeAcTBa 06e3ABUKNBAHMUA KOHEUHOCTM (LKNHbI,
noAyLwKu, KOCTbinK), nea (NpeasapuTeNbHO 3aBEePHYB B NONOTEHLE, NPUKAAAbIBATb HA 20 MUHYT
Karkapble 4 yaca 40 yMeHbLLeHUA oTeKka 1 6011n), Komnpeccuio anacTuYHbIM 6uHTOM. MpK annsoaax
CUNbHbIX KPOBOTEUYEHWNI, KOTOPbIE MOTEHLMWA/bHO YIPOXKatOT KU3HU (KPOBOU3IUAHMA B TONI0BY, LLEID,
rPYAHYIO KNETKY, }KeNyA04YHO-KULLEYHbIN TPAKT), BBEAEHNE KOHUEHTpaTa daKTopa CBePTbiBaHUA KPOBU
HeobXxo4UMO BbIMOJIHUTL HE3aMeAAUTENbHO, a NoceayloLee eYeHne 401KHO 6biTb NPoBeAEeHO B
YC/IOBUSAX CTauMoHapa. s neYyeHns ymepeHHbIX KpOBOTEYEHUI MOYKHO OrpaHUYNTbLCA BBEAEHMEM
KOHLeHTpaTa paKkTopa CBePTbIBaHMA KPOBU B AOMALLHUX YcnoBuax. Kaxabii 6onbHOM remodunmeit
nmbo poauntenn pebeHka 60nbHOro remoduaneit L4oaKHbl BAaAeTb METOLMKON CaMOCTOSTE/IbHOMO
BHYTPUBEHHOIO BBeAeHUA npenapara. Ana yaydweHma GyHKLMOHANbHOCTU CyCTaBa U BbI340POB/EHMA
nocsie KPOBOTEYEHUI BaXKHA PpusnoTepanms.



anpers BCEMHUPHBIN 1€Hb
00pBOBI ¢ remopuIMen

I'opoackoii ILleHTp 310pOBbHSI

I'Y « MHHCKHI TOPOACKOH LEHTP r'HTHeHbl U IMHUAEMHOJIOT HID)

Kak cnpaBuTbCA ¢ 60/1bt0

BosibHble remoduaMein MoryT UCMbITbIBaTb 601EBbIE OLLYLLEHWUA KaK OCTPOro (B caydae
KPOBOTEYEHMA B CYCTaB) TaK M NOCTOAHHOIO (MpY PasBUTUM apTpoNaTUK) XapakTepa. ALeKkBaTHan
oLeHKa NPUUYnHbI 60K ABNAETCA OCHOBOW AN5 NPABUILHOMO eYyeHua. Aaa KynuposaHusa 601um npu
KPOBOM3ANAHUN HEOBXOAMMO KaK MOXHO paHbLle BBECTM NpenapaT ¢akTopa CBepTbiBaHMA KPOBU B



[0CTaTOYHOM A03e. YMeHbLUIEHUIO MHTEHCUBHOCTU 601 cnocobcTByeT 06e3aBUKMBaHUE NOPAXKEHHOM
KOHEYHOCTU, MPUMEHEHME NAaKeToB CO JibAoM, obesbonnBaHue.

Kak npegynpegntb KpoBoTe4yeHne 1 ero nocneacresma

CywiecTByeT AiBa OCHOBHbIX cnocoba npeaynpexaeHnsa onacHbIX KPOBOTEUEHUI U UX TAMKENbIX
nocneacTBUm:

1) MakcMmanbHO paHHee CaMOCTOATE/IbHOE MM BbINOJHAEMOE C MOMOLLbIO POACTBEHHUKOB UM
MeAMLMHCKMX pabOTHUKOB BBeAeHMEe KOHLEHTPaTa GpaKkTopa CBepTbiBaHWA KPOBM MOC/e TPaBMbl, Npu
nosAB/ieHUU «aypbi» NM6O NepBbiX CUMNTOMOB KPOBOU3NMAHMUA. [INA CAaMOCTOATE/IbHOTO BBEAEHNA
Heo6x0AMMO NOCTOAHHO MMETb Npwu cebe yNaKoBKY C KOHLEHTpaTOM dakTopa (4oma, Ha paboTe, B
nyTeLwecTBun).

2) MpodurnakTuyeckoe BBegeHNE aHTUTEMOGUNbHBIX NpenapaToB. OcobeHHO BaXKHA NPOPUNAKTUKA A8
OETell, TaK Kak NO3BOAET COXPAHATb ONOPHO-ABUIaTeIbHbIM annapaT B NepMog, ero pocra u
dopmMmunpoBaHUA.

3) BakHbIM cnocobom NpodUNaKTUKM KPOBOTEYEHUI ABAAIOTCA GU3NYECKMe ynpaXKHeHuA. PassuTas
MYCKy/1aTypa Co34aeT NoALEePKMBAIOLLMIA KOPCET BOKPYT CYyCTaBOB, YMEHbLLAET BEPOATHOCTb Cy4aMHbIX
TpaBMm. B pe3ynbTaTe NageHnin, HEOCTOPOXKHbIX ABUNKEHUI. MpegnoYTUTENbHO 3aHMMATbCA
HeTpaBMaTMYECKMMM BUAAMM CNOPTa: NAaBaHMe, Benocunes, xoau0a.



lemocpunus

HacnedcmeeHHoe

Hapywaemecs [1poyecc ceepmbi8aHUs Kposu.

KPOBOU3NMNAHNAMU B CYCTaBbl, MblllLbl U BHYTPEHHUE OpraHbl, KOTOpPbie
MOryT BO3HUKaTb CaMONpOuU3BOJIbHO,
BMeLllaTenbCTBa U TpaBMbl. KpOBOM3ﬂMﬂHMﬂ B FOSIOBHOM MO3r U apyrue
XNU3HEHHO BaXHbl€ OpraHbl MOryT NMPpUBECTU K rmbenun 6onbHOro.

3abonesaHue,

B pesynbTaTe Xupypruyeckoro
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pu  Komopom
BonesHb nposiBrsieTcs

CXEMA HACJIEZI0BAHMS TEMOovinn HACNEQCTBEHHAS BOJIE3Hb
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Ecnm mama nepenocumk remopuimy,
a nana - 3J0pOBbIi.
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TATIA w ? MAMA
XY XX

50%, 4to chin Gyaer Gonen remopuaneii.

50%, 4TO 104B OYAET NePeHOCHHKOM reHa.
Y HeKOTOPBIX A0M€epeit MOTYT NPOSIBATHCS

Eciu nana Gonen remopuaneii,
aMama - 3/0poBa.
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MATIA w ? MAMA
XY XX

L\ .\ | XX
Hu y oasoro ceina He Gyzer remoduanu.
Bce 1ouepu GyyT nepeHOCHMKaMH reHa.

Y HEKOTOPBIX i04€peit MOTYT NPOSIB/IATHCS
CHMITTOMBI.

MpuuvHOM  reMoOUAMM  ABASIKOTCA  U3MEHEHUs
OAHOrO reHa B xpomocome X. U3 TpEx TMNOB reMopuAnmn
B 6onee 80% cnyuyaeB BcTpeuaercsa reMmoouaus A, npu
KOTOPOM OTCYTCTBYET OAMH U3 (HaKTOPOB CBEPTbIBAHUA
kpoBu (dpaktop VIII). Bone3sHb NpPOABASETCA TOABKO Yy
MY>XUMH, a XXEHLUUHbI ABAIIOTCA HOCUTEAbHULLAMMU FeHa U
He UMEIT NPU3HAKOB 3aboneBaHUS.

U3BEeCTHOM HOCUTEAbHULEW reHa remModuaumn 6bina
aHr\Mnckas koponeBa Buktopusi. BHyukon KoponeBbl, a
3HAuMT, U HOCUTeAbHULEN reHa Bbina npuHuecca Aauca,
6yaywian pycckaa uapuua AnekcaHppa depopoBHa. B
6pake ¢ Hukonaem BropbiM €€ uyeTbipe Aouepu ObiAu
3A0POBHI, a CbiH LlecapeBUy Anekcer 6onen reModUArEN.

CHMITTOMBL.

17 anpensa - BcemupHbii genb remopunum

BceMupHbIM aeHb remoduammn otmedaeTcs 17 anpens, HaumHas ¢ 1989 roga, no
uHULMaTHBE BceMUpHOM opraHM3aLmu 34paBoOXpaHEHNS M BceMMpHOM opraHusaumm
remopunmm (WFH). Jata BbibpaHa B 3HaK YBarKeHus co3gatenio BcemupHoi
deaepaupm remocbmnmm OpaHKy LLHaM6eno, KOTOpbIM POAUIICA B 3TOT A€Hb.

Llenbto npoBeaeHms BceMUpHOro AHA reMouivMm ABNSETCA NMpUBEYEHME BHMMAHUS MUPOBOM
06LIEeCTBEHHOCTH, MOJIMTMKOB, MEAMLUMHCKMX PabOTHUMKOB K npobsiemam 6GOJ/IbHbIX remobuamen,
MOBbILLEHUE MX OCBEAOMIEHHOCTU 06 3TOM HaC/IeICTBEHHOM 3ab60/1EBAHUM.

APRIL 17

Cocyabi u JSmagmini CaMbIM rnaBHbIM NPU3HaAKOM reMmounmm SBnsieTcs
cycraBbl NpH MOBbILLIEHHAs! KPOBOTOYMBOCTb C CaMbIX MEpBbIX AHEN
remodpuAuM XU3HM pebéHka npu yumbax, nopesax v Apyrux TpaBMax.

Hapywenne
CBEPTLIBACMOCTH

Bonee 3ameTHO remodunus nposisnsieTcs y geten
0Obl4HO MoOcne roaa, Korga OHW HayMHaKT XOAWUTb.
PoaguTenam cneagyet obpaliatb BHUMaHWE Ha:

¢ O6wunpHbIe 1 6onesHeHHbIe remaToMbl Nnocne

\ R e nafieHuii, KOTopbIe NIIOXO PaccachbIBalOTCS.
T ¢ [nuTenbHble KPOBOTEYEHWSA MOCne Mopesos,
CCafVH, LapanvH, yKOsoB.
¢ KpoBoTeueHus u3 geceH npu npopesbiBaHum
Unu yaaneHum 3yba.
¢ HocoBble KpoBOTEYEHUs, BO3HUKawwwme 6e3

BUANMOM NPUYUHDbI.
anI remocbunum 4acTo OTMeYarTCA KPpOBOU3NMUAHUA

3

ToBPEMAEHHE KPOBEHOCHOTD COCYAD

Kposowanumne
= B KPYMHbIE CYCTaBbl, KOTOPbIE CONPOBOXAATCS GOMbIO,
\,A;\ P, M\ OTEYHOCTbIO, TMOBbLILEHWEM TeMmnepaTtypbl Tera u
e P orpaHuyeHnem NOABWXHOCTU cycTasa. Mpwm
e MOBTOPAIOLIMXCSH  KPOBOMBMUSIHUSIX  CYCTaB  MOXeT

nocteneHHo aecopMmmpoBaTbCS.

JleyeHne remoounum 3aknyaeTcs B BBEOEHUU
Haxopgsweroca B pgeduumte y 6GonbHoro dakrtopa
KOHLeHTpaTa CBEPTbIBAHUSA KPOBU.

\

Femodmnusa

i

3n0poBbIi cycTaB
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