BceemupHbii 1eHb reMopuanmn

Exeronno 17 ampens MHOTHE CTpaHbl MPUCOEAUHSIIOTCS
Wk akuud BeemmpHo#t denepauun remopumnn  (World
" Federation of Hemophilia, WFH) u Bcemupoii

opranuzainuu 3apaBooxpanenuss (BO3) u ormedaroT

ov . .

(AL Bcemupnsiii aeap remodunuu (World Hemophilia Day).
OO6mas uenab NPOBOJAUMBIX MEPONPUATHI COCTOUT B TOM,
yTOOBI TpPHUBJIEYh BHHMaHHUE OOIIEecTBa K MpodiemMam
reMopuINKM U CAENaTh BCE BO3MOXHOE ISl YIYUIICHUS
KauyecTBa MEIUIIMHCKONW TIOMOIIM, KOTOpas OKAa3bIBaeTCs OOJBHBIM ATUM
HEW3JICYUMBIM TeHETUUECKUM 3a00JICBAaHUEM.

Cama nmara, 17 ampensi, mpuypodyeHa KO JHIO poxkaeHust ocHosarens WFH
Oponka Illnaitbenss u ormeuaercs ¢ 1989 roga Bo MHOrMX CTpaHax Mupa.
A remouIns — HECBEPTHIBAEMOCTh KPOBU — OJTHO U3 TSHKEICHIITNX TEHETUYECKUX
3a00JiIeBaHUM, BBI3BAHHOE BPOXKJICHHBIM OTCYTCTBUEM B KpOBH (HaKTOpPOB
ceepteiBanns VIII u [X.

Bcemupnblii 1eHb TeMOQWIMM» OTMEUACTCS KaXKIbl TOJ TOJ pPa3HBIMU
no3yHramu: "Yurtute u MeHs'", "' TBosg moMoIs Ham oueHb HyxHa", "JIeunm Bmecte"
U T.J.

[To nanHbpIM BceMupHO# opranu3anuu 34paBOOXPAHEHHUS], HA CErOIHSIIHUN
JIEHb YHUCJIO OOJIbHBIX TemModuineil B Mupe coctaBisieT npumepHo 400 Twicau
YEJI0BEK, U3 HUX OKOJIO 15 ThicsAY mpoxuBaroT B Poccun.

Jlo HemaBHETO BPEMEHHU CPEIHSISI MPOJODKUTEIBHOCTh KU3HU JIHOJEH
¢ remounment coctasisuia 30 ner.

Celiluac B apceHalle MEAUKOB MMEIOTCA HOBBIE METOAbI TEpaIvu,
MO3BOJISIFOIIME 3HAYUTENBHO MOBBICUTh KAYECTBO >KU3HU MAIMEHTOB M YBEIUYUTH
€€ IPOJOJIKUTENBHOCTb.

[Ipu mO0CTaTOYHOM KOJMYECTBE JICKAPCTBEHHBIX MPENapaToB Takue OOJbHbBIC
MOTYT BECTH MOJIHOLUEHHYIO KH3Hb U ABJISIIOTCS MOJHOLUEHHBIMU YJIEHAMHU COLIMYMA.

bnaromaps ycwmsam «BceMHUpHOW  OpraHu3alud  34PaBOOXPAHEHUS»,
«Bcemupnoit denepanun  remodriiumy, «OO0mecTBa OOTBHBIX TeMO(MIHEH,
yU€HBIX U Bpayel, JUarHo3 «reMouius mnepectan ObITh CMEPTHBIM ITPUTOBOPOM,
HO 2TO HE TMOBOJ MOYMBATHh HA JIaBpax M JO OKOHYATEIHHOU MOOEAbl HAJ ATHUM
3a00JIeBaHUEM ellle JalIeKO.

I'emodunus — reHeTudeckoe 3abosieBaHue, 00yCI0BICHHOE MyTallMeH reHa,
kogupytomero VIII mu6o IX ¢daktop cBepThiBaHUS KPOBH, UYTO MPUBOJIUT
K HApYIICHUIO T€MOKOATyJISIIIMY U BOBHUKHOBEHHUIO KPOBOTCUCHHUIM.

3aboneBaHue 70 CHUX MOp SBJSIETCS HEU3JICYUMBIM. ECTh BO3MOXHOCTH
MPOBEJICHUS 3aMECTUTEILHOM Tepamnuu, IMpaBlia, OHA HE IO3BOJISAET MOJHOCTHIO
HOpPMaJIM30BaTh CHUCTEMYy TreMocTa3a. Kak mokas3piBaeT COOCTBEHHBIH OIIBIT,
MOATBEPKIECHHBIN TaHHBIMU 3apyOeKHBIX KoJuter, 90% MmanueHToB ¢ reMopuiIneit
B Bo3pacte 30—40 neT UMMEIT OCI0XHEHUS B BHUJI€ apTPOIATHil, a BHIIOJIHEHUE
XUPYPTUUECKUX MAHUITYJISIITUN COMPOBOXKIAETCA OOJIBITMUMU KPOBOTIOTEPSIMH.



bosie3np mepenaercs mo penecCMBHOMY CLEIUIEHHOMY € X-XpPOMOCOMOM
THUITY, T.€ )KEHIITUHBI SBIISIOTCS HOCUTEIHHUIIAMU I'€Ha, HO 00JIE3HB MEePEal0T CBOMM
CchIHOBBAM. Kaxnas noub Tako skeHUMHBI uMmeeT 50 % maHC cTaTh HOCHUTEJIEM.
Kaxnaplii poauBIIuiics y 3TOM >KEHIIMHBI Manbyuk umeer 50 % manc craTh
O0IBHBIM TeMODUITHEH.

I'emodunus BcTpedaercss pgocratouyHo penko (1 OGompHOM Ha 10000
HOBOPOXICHHBIX, Wi 1 Ha 5000 HOBOPOXKIEHHBIX MATBUYUKOB). TsKenbie POpPMBI
BcTpeyarorcs y 1 u3z 16 000 uenosek. Bo Bcem Mupe HacuutbiBaeTcst okoiao 350 000
TBHICSTY YEJIOBEK C TeMO(HIIHUEH. '

Paznuuarom mpu muna zemocpunuu (A,
B, C).

I'emogpunua A, wnu  Kjiaccuyeckas ~
remodunus (pereccuBHas MyTarus reHa F8 B &

-

X-xpomocome). ‘

OTOT BUJA TeMO(DWINH BO3HUKAET H3-3a
OTCYTCTBHSI B KpPOBH  aHTUTEMO(DUIHLHOTO —
rnoOynuHa, i gakropa VIII (cMm. ctpykTypy ¢akropa Ha gorto 2). Berpeuaercs
y 80-85 % 6osbHBIX TeMOpUITHEH.

Kemamu, 6 cmapuny, cemogunus A Oviia 0ocmamoyHo pacnpocmpaHend
8 Koponesckux cemvsix Esponvl, 3a umo noayuuna noOIMUYECKUll dnumem
"eemochunus senyenocHvix".

2. I'emogpunusa B (peueccunas mytanus reHa F9 B X-xpoMmocome). ITOT BU
remopunun Oojiee PEIKU W BO3HUKAET HU3-3a OTCYTCTBUSL B KpOBHM (pakTopa
KpucrMmaca (¢pakropa IX). Berpeuaercs y 15 % 001bHBIX TeMODUINEH.

3. I'emoghunus C (ayTocOMHAsI peIieCCUBHAS MYTaIlHs ).

OTOT BHUJ TeMOQUIMU CEroJHs MCKIYEH U3 KilacCU(pUKaIUH, T.K. €€
KJIMHUYECKHE MPOSIBJIICHUSI 3HAYUTENIBHO oTiM4aroTcs oT A u B. OHa BcTpeuaercs
B OCHOBHOM Y €BpEEB-allIKEHA30B.

bonpHON TeModuimeir MOXET CTpagaTh OT CHIBHBIX W JJIMTEIbHBIX
KPOBOTEUEHMI, BOSHUKAIOIIUX B pe3yJbTaTe JIto00i TpaBMbI WIIM PaHbl; B TSKEIbBIX
cllydasix MOTYT Ha0JIt0JIaThCsl CHOHTAHHbIE KPOBOTEUEHHMSI B MBIIIIIAX U CyCTaBax.

KpoBoTteuenue npu remMopuiinu MOKET BOSHHUKHYTh B JIF0OO€ BpeMsi CYTOK
U JUINTHCS TOCTATOYHO JOJTO MPHU OTCYTCTBUM JIOJKHOTO JieueHus. B aTom ciydae
OHO MOXET MPUBECTH K AHEMHUHU.

B tunuanoMm cinydae 60bHOM ¢ TsKenou ¢popmoit remodmnnu "A" cTpamaer
KpOBOTE€UYEHHEM 35 pa3 B rof.

Y OONBbHBIX BOZHUKAIOT KPOBOUZIHUSIHUS B CYCTaBbI, MBIIIIBI U BHYTPECHHUE
OpraHbl, KaKk CIOHTaHHBIC, TaK W B pe3yJbTaTe TPaBMbl HIU XUPYPTUIECKOTO
BMeEIIATEIbCTBA. BHYTpEeHHUE KpOBOTEYEHHS BCTpPEYAETCS Yy JIIOAEH C TSKENIon
dbopmoii reMOPUINK U Y HEKOTOPBIX JIUI] C YMEPEHHOU reMopuInei.

JleTn ¢ nerkoil u cpeaHed CTeneHblo TeMO(pUINY MOTYT BOOOIIE HE UMETh
HUKAaKUX MPU3HAKOB 3a0oJieBaHUs Mpu poxkaeHuu. [lepBeie cumnToMbl (B BuUE
CUHSIKOB, KPOBOIIOATEKOB M T€MaTOM) MOTYT MOSIBUTHCS JIUILb TOT/1a, KOTAa MaJjbIl,
IIPU MEPBBIX MOMBITKaX XOAbObI, HAUMHAET MaJaTh, N YAAPATHCS.



Cepbe3Hble OCIIO)KHEHHMS] BCTPEUYAIOTCS MPU  TSHKEJIOM M YMEPEHHOM
reMopuINM, W 4Yalle BCETrO TMPOSBISIOTCS B BHJAEC pPa3pylICHHA CyCTaBOB
U pa3BuTueM aptputa. [Ipu 3TOM KpOBOTEUEHHS B CYCTaB MPUBOMISAT K pa3pylICHUIO
HOPMAJIBHBIX TKaHEH CycTaBa ¥ Pa3BUTHIO XPOHUUYECKOTO, OOJIE3HEHHOTO
U TPHUBOMSAIICTO K HApyIIeHUIO (YHKIMH CcycTaBa apTputa. KpoBOW3IUSHUS
B CYCTaBbl TaK K€ OTMEYAIOTCS U y JeTell ¢ 2-3 JieTHero Bo3pacra. Yaie Bcero
MOPaXXaroTCsl KPYIMHBIE CYCTABBI - KOJICHHBIE, IOKTEBBIE, TOJIEHOCTOITHBIE.

KpoBouznusinue B CycTaB HAuMHAETCS OOBIYHO CIIYCTSI HEKOTOPOE BpEMs
nocyie TpaBMbl. OIHUM W3 TMPOSIBICHUN KPOBOU3IUSHUA SIBISIETCA OcTpas OO0Jb.
[lopakeHHBIN CyCTaB YBEIMYMBAETCS B pa3Mepe, KokKa HaJ HHUM CTaHOBHUTCS
ropsiueii, TmoBbIMIaeTcs oOmas Temneparypa Tena. I[lomHuTE, 4YTO TmpHU
KPOBOMBIUSHUAX, JUISI CHATHS OOJIM, HM B KOEM CJIy4ac HENb3s JaBaTh OOJLHOMY
aCIIUpPHH, WJIA HECTCPOWIHBIC MPOTHBOBOCHAIUTEIBHBIE cpencTtBa (uOympoden
U Jp.), T.K. 3TU MpenapaTbl COCOOCTBYIOT CHUXKEHUIO CBEPTHIBAEMOCTH KPOBH.

[Ipy KpOBOMZIUSAHUM B CYyCTaB, HA HETO HAKJIAJBIBAIOT JIACTUYECKUNA OUHT
M OCTaBIAIOT B IOKOE HA 3-4 gHA.

DTOT THUII apTpUTa HEOOPATUM U BOCCTAHOBJICHUE HOPMATBHON (PYHKIIMHU WU
oOnerueHus OOJEBOTO CHHJPOMA MOXXHO JOCTHYb TOJIBKO PEKOHCTPYKTHBHOM
XUPYpPrueu.

Jletelt ¢ naHHBIM 3a00JieBaHEM HEOOXOIUMO 0OeperaTh OT TPaBM, U30eraTh
ynajieHus 3y00B MyTeM TIIATEIbHOM CaHAIMK TOJIOCTH PTa U KBATU(DUIIMPOBAHHOMN
CTOMATOJIOTUYECKOU MOMOIIIH.

MexayHapo/iHble OpraHU3alui PEKOMEHIYIOT MTPO(PHUIaKTHIECKOE JIEUEHUE
BCEM JIETSIM C Tskenon popmoii remopunnu A u B.

BonbHBIM E€TSIM HE CTOUT OOSIThCA 3aHUMAThCA CIOPTOM M (DPU3KYIBTYPOM.
PoauTtenu qOKHBI TOOMIPATH 3TO JeiaTh!

Haumonanpneii ®ouna N'emopunuu (CIIA) Hakomun OoraTeHIIuid OMBIT
MPUBJICYECHUS] CBOMX TNAlMEHTOB ¢ remModuive K 3aHATusiM croptoMm. Koraa
YEJIOBEK aKTHBEH (PM3MYECKH, OH 0oJiee CTPECCOYCTOMYMB, U JIErYe NEpPEeKUBAECT
OOBbIYHBIC JKM3HEHHBIC WCIBITAHUSA. IJTO OCOOCHHO BaXXHO ISl TOJPOCTKOB,
y KOTOPBIX (DOPMUPYETCS TICUXUKA U OTHOIIEHUE K OKPYKAIOIIEMY MUDY.

Mononple IHOaM  JOJDKHBI OCO3HATH, YTO TMOJJepkKaHue (QU3MUecKoit
AKTUBHOCTU OYE€Hb BaXXHO JUISl YKPEIUIEHUS WX MBI, CBA30K U CYCTaBOB.
Mpimieunast ¢1abocTh, OTCYTCTBUE TUOKOCTH, U IJI0Xas KOOPJIWHAIIUS JBUKEHUN -
BCE ATO 3HAYMTEJILHO MOBBIIIAET BEPOATHOCTh TPAaBMbl CYCTaBa U MOCIIEAYIOIIETO
pa3BUTHUSI BOCTIAJICHUS - apTpUTa.

B Mupe yxe mosBWINCH NMPOGECCHOHAIBHBIE CIHOPTCMEHBI, CTPaaIoIIne
remopusiiei. YpoBeHb UX (DU3UYECKOW IMOJATOTOBKM TAKOM, YTO KPOBOTECUCHHI
BO BpeMsl 3aHATHM CIIOPTOM HE BO3HUKAET, U OHU HE HYXKIAIOTCS B JICUCHUU
CIIOPTUBHON TpaBMbI. B100aBOK, 340pOBbIE MBIIIILI M CBA3KHU 3AIUIIAIOT UX OT
CIIOHTAHHBIX KPOBOWBJIMSHUNA, KOTOpbIE YacTO BCTpPEUarOTCd Yy OOJBHBIX
C TsDKEJIbIMU (hopMamMu TeMODUITUH.

MenuuHckasi moMoIIh OOJIBHBIM TeMO(IIINe CBOAUTCS K MPO(UIaKTHKE
KPOBOTEUCHMUIA, UJTH JK€ K BBEJICHUIO (PaKTOpa CBEPTHIBAHUS KPOBH IO TPEOOBAHUIO.

[TpodumnakTuka mpeanonaraeT BIMBaHWe (aKTopa CBEPTHIBAHUS KPOBU Ha



peryispHOii oOcHOBe (4epe3 JeHb), C TeM, YTOObl COXPaHUTh HOPMAJIBLHOE
CBEpPThIBAaHHE KPOBH y OOJIBHOTO, W YTOOBI MPEAOTBPATUTH CIIOHTAHHBIC
KPOBOTEUCHHSI.

Jleuenue BKIIIOUAET B Ce0s JICUCHUE KPOBOTECUEHUM, €CITU OHU BO3HUKAIOT.

B pecnybnuke benapyce OonbHbIX remodunuenr Oosiee 598 uyenoBek.
B cooTtBercTBuM ¢ pekomenaanusamu BO3 u Bcemupnoit deaepariuu reMopuianm Ha
onHoro 6ompHOTO Heobxoaumo 30000 ME anTturemoduibHOTO mpemnapaTta B TOj.
N3 crtpan OwiBiiero CCCP Takoro mokasatens pocturiu Poccusi, bemapycs,
rocyaapctsa bantuun.

MuH3/1paB MOCTOSHHO YJIY4YIIa€T OPTraHU3AMI0 MEATIOMOIIN 3TUM OOJIbHBIM.
OpranuzoBan Pecniyonukanckuii remogummueckuii nentp (PI'LL), B koTopsiif MOXKeT
oOpaTUThCS 3a KOHCYJIbTaIel 10001 00IbHON TeModuineii, He3aBUCUMO OT MECTa
npoxkuBanusi. B IleHTpe MOXHO BBINIOJIHUTH KOAryJOTMYECKHUE HCCIEIOBaHUs
Y MOJTYYUTh CTAIIMOHAPHOE JICUCHUE.

C 2007r. nayata mnporpamma peaOuiuTanuu OOJBHBIX TemModuIuen
B Pecny0nukaHCKOW KJIMHUYECKON OOJBHUIIE MEIpeaOuInTaluu B AKCaKOBIIMHE
u PecnyOnukaHckoi AeTckodl OonpHULE Meapeabwimtanuud B  OCTpPOIIMIIKOM
['oponike, GyHKIIMOHUPYET JHEBHOM CcTaloHap JJisi 00JbHBIX reModuiuel Ha 0ase
yUpexaeHUs 3paBooxpaHeHuss BureOckoi o0macTHast KIIMHUYECKas OOJIbHUIIA.

Iloarorosuna:

I'maBHBINM BHEIITATHBIM I'eMaTOJIOT
YIIPaBJICHUS 3/IpaBOOXPAHCHUS
Burebckoro obnucnoakoma
Mepenkona XK.H.



