Xemodpunusa

My6nukyeaHo ot kristauina Ha 06.02.2011

Xemodunus

Ha naTtuHcku esuk: Haemophilia.

Ha aHrnumnckn esuk: Hemophilia.

OnpepeneHune: XemounusTa e Han-4eCcTo cpellaHaTa HacneacTBeHa koarynonaTtus. Npotuyda ¢ KpbBOM3NUBK
nopagu HapyleHue Ha nnasmeHaTa dasa Ha KpbBOCbCUpPBaHETO. boneayBaT OCHOBHO MbXeTe, a XeHUTe ca

XeTepo3nroTHM HOCUTESNN Ha peleCnBHUA TEH.

ETunonorusa: lNpuumHaTa 3a 3abonsiBaHETO € HanNMYMeTO Ha NaToNOrMyYeH peLleCUBEH reH B eAnHCTBeHaTa X-
XpoMo30oMma y MbXeTe. B pesynTtat Hamansaea cuHTe3a Ha aHTuxeModunHuTe rmobynuuun: . VIl n ¢.IX. Mpn
nedpuumt Ha . VIl ce passmBa xemocounums A, a npu gedpuumt Ha ¢.IX - xemocmnusa B.

Mpu xeHnTe ChbLLeCTBYBALLMAT HOPMAIieH anesn 3a CUHTe3 Ha aHTMXeModWHM rnobynuHu BbB BTOpaTta X-

XpoOMO30Ma ocurypsaBa 4oCTaTb4HO KONMNYECTBO OT TAX, KOETO NnogabpXa HopMaliHa XemMoCcTa3aa.

Matodmanonorma: dakrtop VIl nma cnoxHa ctpyktypa. CbcTom ce OoT:

- egHa nekosepwxHa yacT - d.VIII:C, kosaTo ce kogupa ot X-xpomosdomara. AedpumumntsT Ha . VIII:C e npnuunHa 3a
xemocpunus A;

- TeXKOBepwkHa YacT oT aee cybegunmnum: d.VIIIR:Ag n VIIIR:WF (daktop Ha BunebpaHg, - kognpa ce oT egHa
aBTO30MHa XpOMO30Ma).

daktop VIII:C aktneupa ¢.X n e Heobxoanm 3a OCbLLECTBABAHETO Ha MNNa3MEHOTO KpbBOCHCUPBAHE.

FeHeTuka: B okono 70% ot cnyvyaute 3abonsBaHeTo ce yHacneasisa no X-peuecuBeH HavyvH, a B ocTaHanuTe
cry4Yam ce kacae 3a CMOHTaHHO Bb3HMKHaNa Mytaums B X-xpomosomara.
Mpu 6pak mexay 3gpaBa eHa u 6oneH oT XeMoUNUSA MBbX:

- BCUYKM ObLUEPU Ca HOCUTENKM (XeTEPO3UroTHM HOCUTESNKN Ha PELIECUMBHUSA TeH), Tbil KaTo nony4vaear oT bawata
nedgekTHaTa X-XpoOMO30Ma;

- BCMYKM CMHOBE Ca 34paBw, 3aLL0TOo NoryyaBaT 3apaBarta X-xpoMo3oMa Ha MankaTa.
Mpu Bpak mexay xeHa-HocuTenka u 3apae MbX:

- 50% oT OobluepuTe ca HocuTenku n 50% ca 3opasy;

- 50% oT cuHoBeTe ca 6onHu 1 50% ca 3gpasu.
YKeHuTe-HocuTenku umaT HamarneHa aTkmBHocCT Ha . VIII:C, kosTo Tpsibea ga ce onpegenu. OOMKHOBEHO HAMAT
onnakBaHus, HO MOHsIKOra MoraT Aa NPUTEeXaBaT AUCKPETHA CKMOHHOCT KbM KPbBOTEYEHUS, Hamnp. 06UNHM
KpbBOTEYEHWSI MO BPEME HA MEHCTpyauus, cneg onepaums, abopT v ap.

XeHute moraT ga 6onegyBar oT xeMOUNMA CaMO ako Ca XOMO3UIOTHN HOCUTESKN Ha PELLECUBHUSA FeH: Npu
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Abluepst oT Gpak Mexay KeHa-HocuTernka U GoreH OT XeMOoUINA MBbX.

KnuHuka: 3abonsBaHeTo ce nposiBsiBa C KPbBOU3NMBU. Te NO-4eCTO ca Npean3BrkaHu (Mpu TpaBmu), HO MoraT aa
ObaaT u CNoHTaHHW. TOJKOBa NO-TEXKM Ca, KONKOTO No-ronsam e aedpmumtsuT Ha . VIIIE:C.

Bb3HuMKBaT OLle B paHHa AeTcKa Bb3pacT, KoraTto AeTeTo Npoxoxaa.

Habntopasart ce:

1. Xemoparuu ot nuraBmuute: oT Hoca (enuctakcuc), ot BeHuuTe (rmHrmBoparmum). OcobeHo onacHu ca xemoparumre
OT MOAa Ha yCTHaTa KyxvHa 1 TOH3UNUTE, OT MEKUTE ThKaHM Ha WMsiTa NOpaam CKIOHHOCT KbM pa3npocTpaHeHne u
NPUTUCKaHE Ha HEPBU, rONIEMM KPbBOHOCHWU Cb0BE M OT 3aTpyaHsSBaHe Ha QULLIAHETO.

Mpwn ekcTpakumna Ha 36 KPBLBOTEUEHNETO NPOAbIKABA AHN N CEOMMILLM.

2. MNoagkoxHu xemoparuu. Pa3smnBaT ce eKXMMO3M Ha ronemMu nnoLLm ¢ pasnpocTpaHeHne mexay dacummre.

3. KpvBounanueu B myckynute. Hawi-4yectu ca Te3u B m. ileopsoas. NposiBaBaT ce cbC cunHa 6onka B MHIBUHaNHaTa
obnacTt n npaguaumsa kbM 6e4poTo. AKO e OTAACHO, Ce Hanara ga ce otandepeHumpa ot aneHguunT. lNoHskora ce
nonyyaesa peTponepuToHeaneH XxeMaToM.

4. CTaBHM KPbBOU3NUBYK (XEMapPTPO3n). 3acaraTt ce ronemMmmute CTaBu: KONEHHU, NakbTHU, TazobeapeHn, pameHHN,
rne3eHHN. ManbnHeHaTa ¢ KPbB CTaBa € nogyTa, OTOYHa, HanperHarta, 6onesHeHa. KpbBOU3NMBBLT YECTO
peuvavBMpa B €4Ha U Cblia CTaBa, NpU KOeTo T ce AedopMupa, aHkunosvpa. Hactenea atpodusa Ha cbcegHuTe
MYCKYTHW rpynu.

5. FacTpouHTECTUHANHUTE XemMoparum (MeneHa, xematemMmesa), KakTo 1 XxemaTypusita ca peakm.

Pasnuuasat ce cnegHute doopmMmm Ha xeModpunums:

1. dpycTHa opma - koHueHTpauusaTa Ha . VIII e 16-30% . Ha-4ecTto nunceaTt cCMMATOMN.

2. neka popma - koHueHTpaumsaTa Ha .Vl e 6-15%. KpbBonanmeute ce NpoBOKMPAT OT TEXKN TPaBMMU.

3. cpegHo Texka popma - koHueHTpaumsaTa Ha .Vl e 1-5%. Bb3HuKBaT KpBBOU3NMBU NPU NEKM TPaBMU.

4. Texxka popma - koHueHTpaumaTa Ha .Vl e nog 1%. ma cnoHTaHHM KpbBOTEYEHMS.

NabopaTtopHu nscnepBaHus: XapakTepHO € CUITHO YOABMKEHOTO BPEME Ha CbCUMPBaHE N YOBMKEHOTO aKTMBUPaHO
napumanHo TpombonnactnHoBo Bpeme (APTT), yecto fo 6eskpanHocT. BpoaT Ha TpombounTuTe € HopMareH.
HopmanHo e n BpemeTo Ha KbpBeHe, 1 NpoTpombuHoBoTo Bpeme (PT).

YcTaHoBsBa ce aeduumt Ha ¢.VIII.

IOunarHo3sa: NocTaBs ce Bb3 OCHOBA Ha XeMoparn4yH1si CUHOPOM NPU MbXe, YeCTO C AaHHM 3a PaMUITHOCT U Ha
nabopaTtopHuTe nscnensaHus.
MpeHaTtanHa guarHocTuka: nscnegpa ce [IHK Ha xopnoHHuTe BbCKW, B3eTn cneq 10-Tata ceamuua Ha

BpemeHHocTTa. [pekbcBaHETO Ha BpeMeHHOCTTa Npu Texka Xemodunmsa e npaBHO NoKa3aHo.

OndepeHumnanHa guarHosa: npasu ce c: 6onect Ba Bunebpang, gepmumt Ha d. V, TpombouuToneHus,

KannnapoTOKCUKOo3a n ap.

TNeyeHne: JleyeHneTo Ha xemounmaTa € 3aMecTUTENHa 1 Ce NpoBexaa Npes Lenus X1MBoT Ha 6onHus. LlenTa e aa

Ce MoBULLM HUBOTO Ha aHTUXeMOUNHUA rNoBYNuH B KPBbBTA Ha NaumeHTa. ManonseaT ce BUCOKO NPevYncTeHun
KoHUeHTpaTn Ha . VIl oT YoBeLka nnasma nnu pekoMouHaHTeH ¢.VIIl, nonyyeH no reHHa TexHonorus. [JosaTa

3aBMCU OT TEXECTTA U NiokanusaunaTa Ha xemoparuute. BpemeTo Ha nonyxueoT Ha d.VIII e 10-12 yaca n

BNMBaHMATa ce npaeaAT npe3 12 yaca.

Mpwunarar ce owe:

AHTUMOpuHoNuTMuM: PAMBA, EAC, Exacyl, Ugurol, DDAVP - aHanor Ha Ba3onpecuHa. Crp.2

JlokanHu kpbBOCNUpawm cpeacaa: gelfoam, armigel, tissucol.



He ce npunarat aHTuarperaHTH/ 1 aHTUKoaryrnaHTHU CpeacTea.

HeMe,EI.I/IKaMeHTO3HOTO ledeHune BKIo4Ba KOMNPeCUBHU NpeBPB3KN, I/IMO6I/IJ'IVI3I/IpaHe Ha cTaBaTa, CTaBHU NYHKUUWN.

YcnoxHeHus ot nevyeHueto: B 10-20% ot 6onHuTe ce obpasyeat aHTuTena cpewy ¢.VIll n ce passmea T.H.
NHXMbuTOopHa xemohmnus. MNMpu Tesn NaumMeHT NeYeHneTo ce NpoBexaa ¢ BUCOKM J03W KoHUeHTpaT Ha d.VIII n
nnasMmadepesa. NpunaraT ce N UMyHOCYNpPecopu, LMTocTaTuum, KopTukocteponan. Tosa neveHne e TpyaHo v

MHOIO CKbIMO.

MporHo3a: B muHanoTto e 6una MHoro cepuo3sHa. KpbBonpenueaHuaTa cb3aaBaT pUCK OT 3apassiBaHe C XenaTuT,
CIMWH. Cera ypes npunaraHeTo Ha pekoMOWHAHTHU NpenapaTy Ta3u ONacHOCT € MU3KIoYMHA.

B 6baelle Lie ce CTUrHe 40 U3neKyBaHe Ypes reHHa Tepanus.

Xemodunusa B ce cpela psgko. Obmkm ce Ha geduumT Ha ¢.1X, koeTo Boam A0 3abaBeHO KPbBOCHCUMPBAHE.

YHacneasaBaHeTo, KNnHMKaTa 1 guarHoctTmkaTta ca Kakto npm xemounus A.

INeyeHne Ha xemocmnua B: Npoeexaa ce 3amectutenHo nedenne ¢ OriK, ¢.IX koHueHTpaT, Bebulin, Berinrin.

BrnimBaHusiTa ce npaesaT npes nHtepsan ot 18 o 24 yaca. Bucokun egHokpaTHM 403M MoraTt ga ca TpOMBOoreHHwu.
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