Tema: 49 XemoparuuHm gnatesm — xemodpuama,eceHumanHa
TpombouUTONEHUA, KanUAAPOTOKCMKO3a

XEMO®UNNA (Haemophilia) XemodunusTa e BpogeHa HacieacTBEHA Koaryionatus, npegasaHa no
MoJIOBO-pPeLLEeCUBEH MbT € X-Xpomo3omaTa. boneayBat MbiKeTe, a }KeHUTe ca CaMo HOCUTE/IKM Ha
reHeTMYHUA aedeKT, NoHexe MMaT 2 X-XpOMO30MMU.

ETnonorusa n natoreHesa: Kacae ce 3a BpoaeH aepuunt nam HeakTmeHa dopma Ha aHTUXemopuneH

rnobynuH A nnm B. Pa3BuBa ce aedpumumnt Ha KpbBocbemnpBsa, paktop VI n IX 1 ce HapylwaBa
akTMBaumaTa Ha ¢akTop X. Mpu gednumnt Ha dakTop VIII ce pa3suea xemodpuaus A, npu gedbmumnT Ha
dakTop IX — xemodunus B, a npu aedpuumnt Ha paktop Xl — xemodpunus C (bonect Ha PoseHTan). Hali-
YyecTo ce cpela xemoodumama A. MNpun xemodunnmaTta ce HapyLaBaT NPOLLECUTE HA KPBBOCHCUPBAHE
nopaan HamasneHoTo NpeBpbLLAHE HA NPOTPOMbBUHA B TPOMBUH

KanHnyHa KapTuHa: MposasuTe 3ano4ysaT ¢ MbpBUTE TPaBMM Ha AeuaTa. Chen neku, 4ecto

He3abenszaHM TPaBMM ce NOABABAT XapPaKTePHU 33 XeMOPUNUATA KPbBOM3IMBU B MEKUTE TbKAHU U
nvrasmumTe, 4bA60KN MYCKY/IHU XeMAaTOMW, XeMapTPO3M Ha roleMUTe CTaBU Ha KpanHUUuTe.
TbKaHHUTE KPBOWU3MBKU MOraT Aa 06XBaHAT rosieMmn NPOCTPAHCTBA OT TANOTO. MoHeXe He ce
obpasyBaT cbcupeuu, KpbBTa UMBUBMpPa (NPOCMyKBa) TbKaHUTe B AbAb6ounHa. OcobeHo onacHu ca
XxemoparmuTte B 061acTTa Ha WKATA, CAMBULMUTE, YCTHATA KYXMHA NOPaAM ONAacHOCT OT NPUTUCKaHE Ha
HEepBW, ro/IEMU CbAOBE U CMYLLEHUA B AULLIAHETO

JleyeHune: 3amecTUTeNnHo — Lean 6bP30 NOBULIABAHE HA KOHLUEHTPALUMATA HA aHTUXeMODUNEH
rnobynunH B nnasmaTa Ha bonHuTe. MpoBexkaa ce ¢ aHTuxemoduaeH rnobynmH — M3non3Bart ce
Pa3/IMYHN CXEMU N AO3UPOBKU B 3aBUCUMOCT OT BMAA Ha xemoparuaTta. Mpu npeactosaiwm
CTOMATO/IOTMYHM (EKCTPAKLMM Ha 3b6, MHLM3MA) UK ONepPaTUBHU MHTEPBEHUMUU — 334 bXKUTENHO Ce
npunara npegsaputenHo npodpunaktnyHo 1 amp. PAMBA i.v. 1 aHTuXemoduneH rnobynuH, a nocne 3
x 1 amp./aH. PAMBA i.v. Mpu 60aHN ¢ XeModUAMA MYCKYIHUTE MHXKEKLUK ca cTporo 3abpaHeHun! He
ce npunaraT aHTMarperaHtn! lonbAHUTENHM MEPONPUATUA — JIOKAHA UMOBUAN3aLLMA, CTaBHA
NYHKLWA C KOMMPECMBHA NPEBPDB3KA, IOKANHO NPUIONKEHWNE HA LLENECTOH, TPOMBUH UAKn pentunasa.
MporHosa: 3abonssBaHeTO NPOTUYA XPOHMYHO. BbB Bpb3Ka C YeCTUTE BAMBaAHMA Ha aHTUXeModuieH
rnobynuH, aHtuxemoduaHa naasma Man xemoTpaHchy3nKM Ha NPACHA KPbB NPU BONTHUTE PUCKDBT OT
MHbEKTUpPaHe ¢ xenaTuTHUTE BMpycK B 1 C e NnoBuMLLIEH, KOETO Hanara NPoOBEXKAAHETO HA NEPUOANYHMU
n3cnenBaHuA B Ta3n obnact.

ECEHLUMANHA TPOMBOLUUTONEHUA (BONECT HA BEP/IXO®)

ToBa e Hail-yectaTa npuaobuta TpombouunToneHma. Cpela ce NpU Aeua U XKeHU C rTEHETUYHO
npeapasnonoxeHune. ETmonorna n natoreHesa: TpombouutoneHmaTa e obycnoseHa oT obpasyBaHe
Ha aBToaHTUTeNa cpelyy cobcTBeHUTE TPOMBOLMTU N OT ycuaeHaTa Mm $arounTosa B MOHOLUTHO-
MaKpodarHaTa cMctema Ha cieskaTta. AHTMTeNaTa ca Hali-yecto IgG Tmn. TpombouunTmTe ca c
HamasieHa NPeXMBAEMOCT — NOHAKora camo %-1 h npu Hopma 7-10 aHu.

KanHmyHa KapTrHa: 3abonaBaHeTo MMa ocTpa U XpoHudHa ¢opma. OctpaTta popma ce Habaoaasa B

[OeTCKa Bb3pacT, Halli-uecTo 1-4 ceammnum cnes npekapaHa BMpycHa uHoekumsa. MNpegnonara ce, ye
BMPYCHUTE areHTV Npean3BmnKBaT yBpexKaaHe Ha TpOMboumuTUTE 1M ce 06pasyBaT aHTUTENa U MMYHHM
KOMMN/EKCK, BOAELWM A0 n3ABa Ha 3abonABaHeTo. [euarta pa3BnBaT XeMoparMyHa gmaTtesa — KOXHA U1



JIMFraBUYHM XEMOPArum, NeTexmmn (TOYKOBUAHM KPbBOM3ANBM) C ANPY3HO pa3nosioxKeHue. Yectu ca
€MNUCTaKCUCUTE, KbpPBEHETO OT BEHLUTE, XeMaTypuaTa. XemoparnuTe noKassaT CKAOHHOCT KbM
06paTHO pa3BUTME U [0 Mecel, N34e3BaT Hanb/HO U 6e3 NedyeHne. XpoHMYHaTa popma ce cpeLa
rnaBHO Mpw xeHu. MNoBos 3a OTKpMBaHe Ha HoaecTTa YeCTo € MbPBUAT MEHCTPYANEH UKD,
EKCTPaKLMA Ha 310, XMPYypPruvyHa NHTEPBEHLMA UAN TPABMA, KOUTO NPOTUYAT C HeobnyamHo 0bUAHO
KbpBeHe. XeMoparnyHaTa Anartesa ce NpeacTaBa C pas/IMyHM NO roieMUHa, CNOHTaHHU NOAKOXKHMU
KPbBOW3/IMBYU, NETEXUM MO KOXKaTa, F1aBHO NO AONHM KPAaNHULKM, MEHOMETPOPArMm, eNUCTaKCUCK,
XeMoparmm npu 3b6HU AU MYCKYAHM MaHunynaumm. Cheskata 06MKHOBEHO He e yBeNnYeHa.
Jleyenue: MNposexaa ce c KOPTUKOCTEPOUAM (MPeaHN30/I0H), UMyHOCYNpecopu (MmypaH,
BUMHKPUCTWH), CNJIEHEKTOMMUSA, UMYHOTN06YINHN (MIMYHOBEHMH, FaMaBeHWH), CUMNTOMATUYHM
cpeactea (PAMBA, anuuHoH 1 aAp.). KpbBonpenmnsaHe ce npaBM Camo 3a Bb3CTaHOBABaHE Ha roJiemMu
KpbBO3aryou.

KAMUNAPOTOKCUKO3A (BONIECT HA LLOH/IAUH-XEHOX)

KannnspoToKcukosata e Hai-yecTata npuaobuta Basonatus. Mima MMyHO-anepruyeH xapaktep v e
TUNWMYHA 3a AeTCKaTa U MNajarta Bb3pacr.
ETvonorvs u natoreHesa: Mpeanonara ce Bpb3Ka C YeCTM PecnmMpaTopHM MHOEKUUN, Nprem Ha

MeauKameHTV 1 ap. O6pasysaT ce aHTUCHAOBU aHTUTENA UAN LUPKYAUPALLM MMYHHN KOMMAEKCH,
HacoYeHU cpeLlly eHAOTeIHUTE KAETKM Ha CbaoBeTe. Pa3BuBa ce acenTUYeH BacKy/MT, KOWTO 3acAara
Ma/IKUTe KPbBOHOCHW CbA0BE U BOAM A0 NOBMLLIEHA NPOMYCKANBOCT Ha KaNnUAAPHUTE CTEHMN.
KAnMHMYHa KapTMHa: OniakBaHMATa ca OT oTnaaHanoct, Gebpuantet, 60/1KM No CTaBUTE U B KOPEMa,

KpbBOM3AMBM (XeMmoparMyHa nypnypa) no Kokarta Ha aseTe noabeapuum CbC CUMETPUYHO
pasnonoxeHue. MNypnypaTta Mma ypTUKapPUEH XapaKTep CbC Cbpbek, 3a4epBaABaHE M OTOUYHOCT Ha
KoKaTa. Bnocneacrteune ce nosBaABaT HaAMUrHAaTU TbMHOYEPBEHM KPbBOM3IMBHU NETHA, YECTO C
MeXxypye UaM HeKpo3a B cpedaTa, KOMTO OCTaBAT TpalHa NMrmeHTaumsa. MpossuTe HacTbNBaT Halt-
yecto 1-2 ceamunum cnep npeKkapaHa BUpycHa MHeKLMA nam aneprudeH enusoad. Mo-psagko ce
pa3BKMBa YMCTO cTaBHa Gopma Cc 60/IKa M OTOK Ha FOIEMUTE CTaBM Ha KpaHMLMTE, KOXKaTa Haj,
CTaBWTE € CUNHO 3a4epBeHa, onbHaTa M 6one3HeHa.

JleyeHune: BKAKoYBa NOCTE/IEH PEXKMM, MPOTUBOBBL3NANNTENHN cpeacTBa (MbynpodeH, aHanruH,
WMHOOMETALMH M Ap.) 38 HaMaNfBaHe Ha CTaBHUTE BOJIKM, aHTUANEPIrUYHK NpenapaTy,
KOPTUKOCTEPOMNAN, CbAOYKPEenBallmM MeanKaMeHTH (AUUUHOH, NedaaBuT n 4p.), MMyHOCYyNpecopu 3a
HamanABaHe Ha aHTUTAN006pa3yBaHeTo.



