NHOOPMAILIUA 3A:

HaunmeHoBaHMe HA 3200JI9BAHETO

D64.4  KoHreHuTasHa TUCEPUTPONIOETHYHA aHEMUS
KoHrenuranHa qucepuTponoeTnyHa aneMust Tyl 1
KoHrenuranHa qucepuTponoOeTHYHA aHEMHS THI 2
KoHrenuranaHa qucepurponoeTuyHa aHeMusl TUl 3

Omnpenesenne Ha 3200 IIBAHETO

Amnemus, ovadxcawa ce Ha HeeheKMUBHA epumMponoesa, Nopaou PaHHOMo paspyuiasane Ha epumpoyumume 6
kocmuusi Mo3wk. IIpeicTaBisiBa TeHETHYHO 3a00IsBaHe, KOCTO ce XapakTepusupa ¢ ase ocobenoct: (1)
epUTPOOIIACTHA XUIIEPIIIa3Ksl B KOCTHHUS MO3BK, HO HEJOCTaThYHa EMUCHS Ha EpUTPOLIMTH B ieprdepHaTa KpbB,
MOpaJK KOETO Cce pa3BUBa aHeMus U (2) aHOMaNUK B SApaTa Ha epUTPOOIACTUTE - MOTAT Aa ObIaT ABYSAPCHH,
MHOTOSIIPEHH WITH ¢ pa3nnyHa Gopma. 3a0osBaHeTo € ¢ haMHUIIeH XapaKkTep U MOXKe Jia 3all0YHE B AETCKa
BB3PACT WU [IPU B3PACTHH.
ITpu gact oT GoHUTE, KOHTeHUTAJIHATA AMcepuTponoeTnyHa anemus (KJIA) ce ynacienssa o aemosomHo-
peyecuger Hauun - me ce onpedensm kamo mun I u Il, a 6oanume ¢ agmo30MHO-00MUHAHMHO YHACIEOA8ANE Ce
onpedenam kamo mun I1I.
Emuonocusma na ecuuxu munose ousepumponoemuuna anemus e Heuzgecmua. I eHUTE OTTOBOPHU 32 TE3H
MIAaTOJIOTMYHU CHCTOSIHUS Ca JIOKAIN3UPAHH CHOTBETHO IIPU TPHUTE THIIA!

e  KJIA mun I CDANI reH pasnonoxen B xpomosoma 15 (15q15.1-q15.3).

e KJ[A mun II. CDAN2 reH ngokanusupal B xpomosoma 20 (20q11.2).

o  KJ/IA num III: CDAN3 ren nokanusupan B xpomoszoma 15 (15q21-g25).

Knunanuna kapTtuHa

1. Tun I - TO3u TUII € C aBTO30MHO-PELIECHBHO yHaclesBaHe. 3a00IIBaHETO MOXKE JIa 3aII0YHE OLIe B IIepHojia
Ha HOBOPOJEHOTO WJIH B 3psiia Bb3pacT. bonHuTe ca MbXke U K€HH - BCHUKH OT €IHO MoKoeHue. boiHu He ce
OTKpHUBAT HUTO IPU POJUTEINTE, HUTO CpeJ AelaTa Ha NalMeHTHTe. B coydas uMa JaHHU 32 KPbBHOPOJCTBEHU
Opaxose.

KnuanuHO ce ycTaHOBsBa JieKa 0 yMEpeHa XEeMOJIUTHYHA aHEMUSI C UKTEp U CIUIeHOMeramnus. [Ipu Hsxou 60HM
ce OTKpHBAT Je(eKTH Ha MPBCTUTE Ha PhIETe. AHEMUITA € MAaKPOLUTHA C aHU30LITO3a U MMOWKMIONNTO3a, C
6a30(MITHO MyHKTHPAHU EPUTPOLUTH U NpbcTeHn Ha Cabot. Xemomnm3ara BOIU IO YBEJINYEH HHIUPEKTEH
OnTMpyOrH, HAMAJICH XaNTOTIO0WH M OBHIIICHA HUBA Ha JakTar aexunporexasa (JIAX). [Tpu tum [
JUCEPUTPONOETHYHA aHEMHUS], ’KUBOTHT Ha €PUTPOIIUTUTE € CKBCEH A0 15 - 30 qHu. B KOCTHHS MO3BK ce
yCTaHOBSIBa epUTpoOIacTHa xunepruiaszus. OTKPUBAT Ce MErajo0JacTH ¢ ACHHXPOHU3BM B 3PEEHETO MEXIY
SIIPOTO M LIUTOIUIa3MaTa, KaTo SApoTo O0cTaBa Muiazo. [Ipu epurpobiacTute ce OTKpHUBA pa3ielieHHe Ha SIPOTO
Ha JIBE 4acCTH - OMHYKJICaPHOCT. AHEMUSTA € PE3UCTEHTHA Ha JICUeHHUE, TePaIusITa BKIIOYBA IIEPHOIUYHH
xeMoTpaHchy3HH.

2. Tun II e mo-yecTo cpeliaH THIT KOHT€HUTaIHA AUCEPUTPOIIOSTHYHA aHeMusl. T03M THI ce Hapuya OIle
HEMPAS (heretitary erythroblast multinuclearity with positive acidified serum). YHacnensBaHeTo € aBTO30MHO-
PELIECHBHO, KaTo € XapaKTEPHO XOPU30HTAIHOTO PAa3NPOCTPAHEHNUE, T.€. OOIHUTE Ca OT €HO TIOKOJIEHHE.
AHEMHYHMST CHHIPOM BapHpa Mo TexecT. Toi € Mo-TeXbK B JETCKa Bb3PACT, a B 3psijla Bb3pacT € MO-JIEKO
H3paseH.

AHeMHuATa € OT XEMOJIUTHYEH TUII ¢ IEPUOAM Ha JKBITEHHUIA M Pa3BUTHE HA XemaTocIuleHoMeranus. bpost Ha
peTuKynonuTuTe € HUCHK. Hammie e HopmonnTo3a u HopMoxpomust. [1oayKUBOTHT Ha EPUTPOIIUTUTE € OKOJIO
17 nau. 3a paznuka ot tun I, npu tun 11 B KOCTHUS MO3BK He ce OTKpuBaT Meranobsactu. Habmonasa ce
epuTpoOIacTHA XUIEPILIa3us ¢ MHOXKECTBO ABYSIPEHU U MHOTOSAPEHN epuTpodiaactu. Epurponurute MHOTO
MIPUINYAT Ha Te3M IPHU MapOKCH3MaIHA HOIIHA XeMOTJIOONHYPHSL, ThI KaTO XeMOJIU3UpaT npu Hucko pH Ha
kpbBTa. ToBa ce qbku Ha cneuuduynus 3a Tsix HEMPAS-anTuren, koiiro arnyrunupa anrutena ot kiac 1gM
B IPUCHCTBUE HAa KOMIIJIEMEHT. B pe3ynrar npotuda xeMoau3a Ha EpUTPOLIUTUTE, KOSITO CTOM B OCHOBATa Ha
IIposiBeHaTa XbIATeHHIa. MHOTO 4eCTO B X0/1a Ha 3a00iIsIBaHeTo ce pa3BuBa xosnenutnaza. HEMPAS-
EPUTPOLMTHUTE EKCIIPECHpAT Ha IOBBPXHOCTTA CH M IPYTH aHTUI'€HHU - |, 1, KaKTO M (paky Ha KOMIUIEMEHTA.
Ha renernuHo HUBO ce OTKpHUBa Je(heKT B CHHTE3aTa Ha €H3MMa alleTHITIIOKO3aMUHTpaHchepasa, KOUTO e
HEOOXOMM IPH M3rPaXkJaHEeTO Ha MEMOPaHHH TJIMKOIPOTEHHHU.

Anemusita e pedpakrepHa Ha eueHue. JJoobp edeKT ce nocTura ¢ NepHOANIHN XeMoTpaHchy3un. CMyIeHnsATa
B 0OMsHATa Ha KENIA30TO BOIAT A0 BTOPHIHA XEMOCH Iepo3a. B To3m aceKT ce mpuiaraT MeJUKaMeHTH,
CBBP3aHHU C eNMMUHIPAHE Ha M3JUIIHOTO XKEJA30 OT OpPraHu3Ma - JKels30xenaTopHa Tepanus. CIIIeHeKTOMHUATa
yBEJINYaBa MPEKUBSIEMOCTTa Ha EPUTPOLIUTHUTE.

3. Tun II] KOHrEeHUTAIHA TUCEPUTPOIIOCTHYHA aHEMHUS - 32 Pa3JIMKa OT IbPBHUTE J[BA THIIA, TYK UMa aBTO30MHO-
JOMUHAHTEH MEXaHW3bM Ha yHacJe[sBaHe. 3a00JIIBaHETO Ce OTKPUBA B PA3JINYHU BB3PACTOBU TPYIH - OT
HOBOPOJEHH JI0 CTapIi. XapaKTepHa € JeKa J0 yMepeHa HOpPMOIINTHA aHEMHs, XeMOJIH3aTa € c1abo n3pas3eHa.




B KOCTHHS MO3BK CE OTKPUBAT CPUTPOOIIACTH C MHOTO sIpa - 10 12 siipa B eIMH epUTPOOIIACT, U HOPMOOIACTH C
TOJIEMH pa3MepH - 0koJio 50 MEUKpOMeTpa, KOUTO Ce HapHUJaT OIe TUraHTOOIacTH. Te3n KIeTKH ChCTaBIIIBAT
0K0JIO 1/3 OT BCHYKH KJIETKH B KOCTHHS MO3BK.

To3u T aHeMHs POTHYA ITO-JIEKO B CPAaBHEHHE C OCTAaHAIINTE U PSAIKO M3NCKBa KpbBonpenuBaHe. [Ipuiara ce
JIedeHNe BBB BPB3Ka C XeMOCHIEpPO3aTa.

Yerupuuugpen koa Ha 3a60asBaHeTo 10 MKbB-10 (ako TakbB € HAJINYEH)

ICD-10 code: D64.4

Kox Ha 3a60asBanero no Orpha code

Orpha code: 65 KoHreHnuraaHa TucepuTporIoeTHYHA aHEMHUS
98869 KonrenuranHa qUCepUTPOIIOCTHYHA aHEMHS THIT |
98873 KonrenuranHa qUCEpUTPONIOCTHYHA AaHEMHMS THII 2
98870 KonrenuraiHa IUCEPUTPOIIOCTUIHA aHEMUS THIT 3

OMIM code: 141900, 604131

EnuaeMuoI0ruyHm JaHHM 3a 3200/151BAHETO B Penyﬁ.nmca anrapnﬂ

5 nena B bearapus

EnujieMuo10ornuiu 1aHHU 3a 3a00/siBaHeT0 B EBponeiickusi cb1o3

Oxkomno 300 cayyau B cBeTa.

B T.4. HayyHum ny0JMKanmUM OT MOCJAEAHUTE TMeT TOAUHU H TPHJIOKEHA
oubamorpadcka cnpaBka

Ouenka Ha CHOTBETCTBMETO Ha 3a00/1sIBaHETO ¢ Je()MHMUMATA 32 PAAKO 3a00JIBaHe
cbryacHo § 1, 1. 42 o1 JONBJIHUTEIHHUTE pa3nopeadn Ha 3aK0oHA 32 31PaBeTo

3abonsBaHETO CHOTBETCTBA C NEPUHHUIHUATA 3a PIOKO 3aboisiBaHe chriaacHo §1, T.42 OT NOMBIHUTEITHHUTE
pasmopendu Ha 3aKOHA 3a 3/IPaBETO.

KpuTepnu 3a imardHocTuuypane Ha 3a00/151BAaHETO

Tun |

Jleka 10 ymMepeHa XeMOJINTHYHA aHEMHS C KTep M cruieHoMeranus. [Ipu Hakon 60sHY ce oTKpHuBaT nedekTH Ha
MIPBCTUTE Ha pblieTe. AHEMHATA € MAaKPOIMTHA C aHM30IMTO3a U MOWKMIIONNTO3a, C 0a30(IITHO MyHKTHPaHU
epUTPOLMTH U IPBCTeHH Ha Cabot (BKIIIOYBAHUS B KIETKUTE OT JICHATYpUpPaH OenThK). XeMoiu3ara BOIu 10
YBEJMUYEeH MHAUPEKTEH OMIMpyOHH, HaMalleH XanTorjaoonH u nosumeny HuBa Ha JIJIX. Hopmanno
EpUTPOLIUTUTE UMAT BpeMe Ha MoTy>KUBOT okouo 120 muu. ITpu Tun I nucepurponoeTnyHa aHeMusl, TOH €
cKkbCeH A0 15 - 30 mau. B KOCTHUS MO3BK Ce yCTaHOBABA epuUTpoOIacTHa xunepruiasus. OTKpHUBar ce
Merano0iacTy, KOUTO ¢a IO-TOJIEMH KJIETKH OT IPOSPUTPOOIIACTUTE ChC JIMIICBAIL CHHXPOH B Y3PSABAHETO
MEX]y AApOTO U IUTOIIIa3Mata. IIpu epurpobiacTuTe ce OTKpHBa pa3ieieHUe Ha SAPOTO HA JIBE YACTH -
OMHYKJICAPHOCT.

Tun 11

AHeMusITa € OT XeMOJIUTHYEH THII C IEPHUOAN Ha )KBJITCHUIIA U Pa3BUTHE HA XENAaTOCIUICHOMETanus. bposrt Ha
peTuKyionuTUTe € HUCHhK. Hamume e HopMonnTo3a n HopMoxpomust. I10sry’KMBOTHT Ha €PUTPOLIUTUTE € OKOJIO
17 mawm. 3a paznuka ot tun I, npu tum 11 B KOCTHUS MO3BK HE ce OTKpHBaT Meranodsactu. Habmoasa ce
epUTPOOIIACTHA XUIIEPIIIAa3Ksl C MHOXKECTBO ABYSIPEHU U MHOTOSIAPEHH epuTpodiiactu. Epurponurire MHOTO
MIPWINYAT Ha TE3H MPU MapOKCH3MaJIHA HOIIIHA XeMOTJIOOMHYPHSL, ThI KaTO XeMOJIM3Upar npu HUcko pH Ha
kpbBTa. TOBa ce AboKH Ha cieruduaHus 3a TsXx HEMPAS-anTuren, koito arimyTuHupa aHTUTENa OT Kiac IgM
B IIPUCHCTBHE HAa KOMIIEMEHT. B pe3ynTar mpoTrya XxeMosn3a Ha epUTPOIMTUTE, KOSITO CTOM B OCHOBATa Ha
MPOsIBEHATa K bITeHHUIA. MHOTO 4eCTO B X0O7la Ha 3a00JIsIBaHETO ce pa3BuBa xojienutuaza. HEMPAS-
EPUTPOIIMTUTE EKCIIPECUPAT Ha IOBBPXHOCTTA CH U IPYTH aHTUTEHH - I, 1, KaKTO ¥ PpakIiui Ha KOMIUIEMEHTA.
Ha renetnyHo HHMBO ce OTKpHBa JAe(EKT B CHHTE3aTa Ha €H3MMa alleTHIITIIIOKO3aMUHTpaHchepasa, KOWTo e
HEOOXONM IPH M3rPaXkJaHETO Ha MEMOPaHHH TJIMKOIPOTEHHHU.




Tun 111

XapakTepHa € JIeKa 0 yMepeHa HOPMOIIUTHA aHEMUSI, XEMOJIN3aTa € ¢1abo u3pa3eHa. B KOCTHHS MO3BK ce
OTKpHUBAT EPUTPOOIACTH C MHOTO sifipa - A0 12 sapa B eIuH epuTpobIacT, 1 HOPMOOIACTH € TOJIEMH Pa3MepH -
okoJ0 50 MEKpOMeTpa, KOUTO Ce HapuJaT omle TuranTod1acTu. Te3n KIeTKN ChCTaBIABAT OKOJIO 1/3 OoT BcHuku
KJIIETKU B KOCTHHSI MO3BK
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B T.4. HayYHH nNyOJHKANMUA OT TOCJEIHHTE NeT TOAUHM W TPHUIOKEHA
oudamorpadcka cnpaBka

AJITOPUTMH 32 JieyeHHue Ha 3200/19BaHEeTO

1. Xemotpancdys3un Ha EpuTponnTeH KOHIIEHTpAT.
2. XenaTupalia Tepanus.
e Deferoxamine (DFO, Desferal®)
- IIspBa nuHUA Tepanus
- [Jo3mpane: gena — 20-40 mr/kr (BB3pact noj S ronuau — 20-30 Mr/KT)
BB3pacTH — 20-50 Mr/kr
- HauwH Ha npusI0KECHUE: TOAKOXKHO WK BEHO3HO upe3 nH(y3uoHHa momma 3a 10-12-24 gaca
Ha JieH, 5-7 uHdy3un ceqMUIHO
o Deferasirox (DFX, Exjade®)
- IIspBa nuHUSA Tepamus ciex 6-TOOUIITHA BB3PacT
- Bropa nunus Tepanus ciien 2-ToUIHA Bb3pacT, koraro jgedenuero ¢ Deferoxamine e
MPOTHBOTIOKA3aHO WM HEe(EKTHBHO
- Hozupane: 20-40 mr/kr
- HauwH Ha mpuoXeHKE: TIEPOPaTHO, €KETHEBHO, SIHOKPATHO THEBHO

3. Crunenexromus npu tum 11

bubnuoepagus:
1. Wickramasinghe SN. Congenital dyserythropoietic anemias. Curr Opin Hematol 2000; 7: 71-8.

B T.4y. HayyHM nNy0JMKAUMM OT TMOCJEIHUTE TMeT TOAMHH W NPUIOKEHA
oudamorpadcka cnpaBka

AJITOpHTMHU 32 MpocJie/isiBaHe HA 3260.I5IBAHETO

[MpocnensBaneTo Ha 3a00JIIBAaHETO CE MPOBEX/a OT HHTEPANCIUIUIMHAPEH €KUII C OIHT IPH
JUarHOCTHKATa M JICYCHHETO Ha OCHOBHOTO 3a00JIsIBAaHE M Ha HETOBHUTE YCIOXKHEHHS. B exunmre ca BKIIOYEHN
XEMaToJIorT, KapAHOJIOT, eHJOKPHHOJIOT, TaCTPOCHTEPOIIOT (XETAaToJIOT ), CTOMATOJIOT, aKyILIep-THHEKOJIOT,
TeHETHK, IICHXOJIOT U conraieH paboTHUK. CIeraIiCcTUTe ca aHTKUPAHU H3IIAJIO0 C TUAarHOCTHKATA,
JICYCHUETO U MPOCIIEIIBAHETO HA YCIOKHEHHUATA, CBBP3aHU C OCHOBHOTO 3a00/IBaHE WIN MPOBEKAAHO
JIeYeHHe, U OCBHIIECTBABAT IOIBIHUTEITHN KOHCYITAIIUH IIPH HEOOXOTUMOCT.

AnropuThMa Ha npociezsiBane e pazpadoteH ot PabotHa rpyna o Tanacemus kbM BMCX 1 e BKITIoueH
kbM UznckBanus Ha H30K 3a npoBeskiaHe Ha XenaTHpIla Tepanus npu 6era-rajlaceMusi, HaclIeACTBeHa
XEMOJIMTHYHA aHEMUsI, KOHCTUTYI[OHAIHA aIUIaCTUYHA aHEeMMs1, HaclleICTBEHa CHJIepo0IacTHa aHEMUSI U
KOHI'€HUTAJHA JTU3EPUTPOIIOETHYHA aHEMUS B U3BBHOOIIHMYHATA [TOMOIII.




Ioka3zaTesn M3xonnu
CTOIHOCTH NpU
3aM0YBaHe HA +3m. +6Mm. +12m. +24 m.
nBPBOTO
XeJaaTHPAIIo
JieyeHne
KpbBHa kaptuna + AHB X X X X X
Depurun X X X X X
Kpeatnrus (camo 3a narmentu Ha Deferasirox) X X X X X
ALAT, ASAT, GGTP X X X X X
Bunmupy6un, LDH X X X X X
IIporeunypus X X X X X
Abx. exorpadus X X X
Aynmuomerpust (> 10 r. caMo 3a manueHTH Ha X X X
Deferoxamine)
3penne (> 10 r camo 3a namentu Ha Deferoxamine) X X X
Ca,P,PTH(>12r1.) X X X
FT4, TSH(>121.) X X X
ITy6epr. p-e (> 12 r., 10 3aBbpILIBaHE Ha ITyOepTeTa) X X X
HCV, HBsAg, HIV X X X
EKT', ExoKT" + ®H (> 10r.) X X X
MPT Ha cbpue X X
MPT Ha ueper 1pob X X
Kp. rirokosza X X X X
I'n. Ton. tect (> 101.) X X X
KoctHa BB3p.: kuTKa ( < 12 T1.); X X X
DEXA scan (>18r.) X X X
Teruno (neua, noapacTs.) X X X X
Pwer (nena, mompacts.) X X X X
Koncyntu (kapauoor, eHI0KpHHOJIOT, TaCTPOSHTEPOIIOT) X X X X

B T.4. HayyHum ny0JMKanmuM OT NOCJAEAHWTE IeT TOAWHH H TMPHJIOKEHA
Oubauorpadcka cnpaBka

AJITOPUTMH 32 pexaduauTanus Ha 3a00/151BAHETO

[NarmenTHTe HE C€ HYXKHasAT OT crenudpuuHa pexabmimmranus. KaTo BCsIKO XpOHWYHO 3a0oJsBaHe
IICUXOJIOTMYHAaTa IOJAKpena M MOAKpenara 3a COLMaJlHA MHTerpauus ca 3aJb/DKUTEIHH U B
MHTEPANCIUILINHAPHAS €KUM 33IbJDKUTETHO TPsIOBa Ja MMa BKIIIOYEH IICUXOJIOT M conaieH paboTHuk. Llenra e
Jla ce IIOMOIHE Ha IallMeHTa Ja C€ CIPaBU IICUXOJIOTMYECKH C XPOHUYHATA AaHEMUsl, ChIBTCTBAILLUTE
YCIIO)KHEHHS U HEOOXOTUMOCTTa OT XeMOTpaHCc(y3uH 1 XenaTupania Tepanus U Aa HaMepH CHIIH Jla OpraHu3upa
U IOAABbpPKAa HOPMaJeH XOJ Ha >KHMBOT. IToxxoxasdmiara NmCHXOJOrMYecKa IOJKpENAa Ce OCHOBABA HE CaMO Ha
MOTHBHMPAaH U CIOCOOEH EKHUII OT IICMXOJOI M KIMHHMIMCTH, HO M HYXJa OT CTaOMJIHAa OpraHM3alMOHHA
CTPYKTYypa, KOSTO Jla TO3BOJIsIBA aJieKBaTHAa JIOCTaBKa Ha rpmka. HeoOXxoammo € mpu BB3MOXKHOCT €IMH




MIOCTOSIHEH JIeKap M ICHXOJIOT Jia BOJM JICYCHHUETO M TOJKpenaTa Ha NalueHTa B paMKUTE Ha OpraHu3MpaHarta
3IpaBHa CTPYKTypa. JloOpe jeKkyBaHWTE MAlMEHTH MOTaT Ja YHpPaKHSIBAT MO-TOJsIMAara 4acT OT IO3HATHUTE
npodecun W pAAKO CE CpemaT HEMpeoJONMMH TPYOHOCTH NPH H3IBIHEHWE Ha TPYyJAOBa AHTaKUPAHOCT.
Oxa3BaHEeTO Ha MOMOII 3a NPO()ECHOHAIHO OPHEHTHUPAHE € 3abIDKUTEITHA.

B T.4. HayyHM mnOy0JMKAOMH OT NOCJIeIHHTe MeT TOAMHM M MPHJIOKEHA
onbdauorpagcka cnpaBka

HeoOxonuMu fgeifHocTH 3a mnpoduIaKTHKA Ha 3a00/5IBaHETO (AKO TakKuBa ca
MPUJI0KUMHU)

Cremmduyna nmpoduiakTHKa He € He00X0ANMa 1 HE ce TIPOBEKIA.

B T.4. HayyHum ny0JMKanmuM OT NOCJAEAHUTE TMeT TOAUHU U TNPHJIOKEHA
Oubauorpadcka cnpaBka

IIpensioxkennsi 3a opraHu3anusi HA MEIUIUHCKOTO O0C/Yy’KBaHe HA NMAIMEHTUTE M 3a
(¢uHaHCUpaHe HA CBHOTBETHHUTE JAEHHOCTH, CbOOpa3eHH C JelicTBalIaTa B CTPaHaTa
HOpMATHBHA ypenbda

Maupenture ¢ KJIA T1psiOBa na ObIaT JUAarHOCTHLMPAHH, JIEKyBaHH M TPOCIEISBAHU B CIELHAIN3UPAHH
ueHtpose. [IpequMcTBaTa Ha IIEHTPOBETE Ca MHOT'OOPOMHM M ca CBBbP3aHHM OT €lHAa CTpaHa C KayecTBOTO Ha
MEIUIMHCKO 00CTy)XBaHE U OT Ipyra — ¢ yI0OCTBOTO M Ka4E€CTBOTO HA JKMBOT Ha OOCITy>KBaHWTE MalMECHTH: 24-
yacoBa TeneoHHA BpB3Ka M BB3MOXKHOCT 332 OKa3BaHE Ha JICHOHOIHA CIEIIHA ITOMOII; BB3MOXKHOCT 3a
MOJTydaBaHe Ha KOHCYNITAIMd OT WHTEPIUCLHUIUIMHAPEH €KW C ONMUT B O0JIacTTa Ha PEIKUTE aHEMHH;
BB3MOXKHOCT 32 0€3IUIaTHO NMPOBEKAAHE Ha BCHYKM HEOOXOIMMH HM3CIEIBAHUS W KOHCYNTAllMH; IUITAHHpaHE Ha
JVCTIAaHCEPHO TPOCIIEAsBaHe, ChOOPa3IBaiiki ce ¢ Bb3MOKHOCTUTE Ha ITAIlMEHTa; MPOBEXKAaHEe Ha KOM(POPTHO
€IHOJAHEBHO JICUCHHWE B YCIOBUS Ha M3BHHOOJIHMYEH CTallMOHap C MHHHMAIHO OTCHCTBHE OT YUHJIMINE MU
paborta u 1p.

Wmaiikn npeaBun Opost Ha nauuenture ¢ KJJA B Bbarapus u cpliecTByBamiara MeAWIMHCKA MPAKTHKA H
KOMITETEHTHOCT B MOMEHTa, criopesi PaboTHaTa rpymna no tajaceMus B Hallata cTpaHa € HeoOXonuMmo 1a Obrar
paskputu 3 win 4 LleHTbpa 32 KOMIUIEKCHO JICYCHHE Ha PEIKH OOJNECTH B YHHBEPCUTETCKHTE OOJHUYHH
ctpyktypu B Codust, Bapna, [Inoaus u Ilnesen. LlenTpoBeTe Morart ga W3MBJIHABAT UAJIOCTHATA IUAarHOCTUYHA,
nmedeOHa W JWCHAaHCEpHA IeHHOCT mo chimecTByBamuTe B MoMmeHTa KIT No253) KIlp Ne5S m KIIpNe6.
3aqbDKUTENIHA YacT OT MEAMIMHCKATa M IICHXO-COLMAJHA TPHXKa € KOMIUIEKCHUS MOAXOJ, KOWTO TpsOBa naa
Obe OCBIIECTBEH OT WHTEPAUCHUILIMHAPEH €KWI, BKJIIOYBAII XEMAarToJIoT, KapJIHOJIOT, E€HJOKPHHOJIOT,
XEeIaToJIor, TEHETHK, aKyIlIep-THHEKOJIOT, CTOMATOJIOT, IICHXO0JIOT, connaleH paboTHuk. [Topagu ToBa, 4e 4acT ot
OOJTHMYHMTE 3aBEICHHS Ca CHEeNHATN3MPaH 3a JICYCHHE caMO Ha MAlMeHTH C XE€MAaTOJOTWYHH 3a00JIBaHUS U
OCBEH C XEMaToJ03W HE pa3mnoiaraT ¢ APYI'W TECHH CIELHAINCTH, ChOTBETHUTE NMPOQMINPAHHU E€KCIIEPTH OT
HHTEPAUCIUIUIMHAPHUTE €KUIIM MOTaT 1a ObJaT NPUBJICUCHHM UYpe3 JOrOBOPU M Ja MM OBJE OCHUTYPEHO
3amianiaHe OT OONHHMYHOTO 3aBEJCHHE, B KOETO € Pa3KpUT LEHThpa WM IO JHMHUS Ha HOBAa HAI[MOHAJIHA
mporpama 1o peaku 6omnectd. Ha chuust mpuHIMI MoXe Ja 0bJe OpraHn3upaHa U KOHCYJITaTHBHATa IOMOI B
LEHTPOBETE, Pa3KPUTH B MHOTONPOGUIHUTE OONHUIIM, HE3aBUCHUMO OT TOBA, Y€ NMPOQHIHUTE CIEHHAINCTH ca
CIIY’)KHTENIN B CHIIOTO OOJHUYHO 3aBEJCHHE, KBJIETO € Pa3sKpUT M EKCHEPTHUS UEHTHD. 3a (puHaHcupaHe ot M3
WM Ype3 HaI[MOHAJHA MporpaMa MoKe Ja ce 00CHKIa U IeHHOCTTa B IIEHTPOBETE, CBBP3aHa MOJABPKAHETO HA
eJICKTPOHHA 0a3a JaHHU M PETUCTHP 3a MAIUSHTUTE C TalaceMUs U APYTH PEAKH aHEMHH.

Onucanue HA ONMUTA ¢ KOHKPETHH NMAIMEHTH CbC CHOTBETHOTO PSIKO 3a0o/siBaHe (aKo
UMa TaKbB)

[Nonactosmem nmanuenture ¢ KA ce tuarHoCTUIMpAT, JEKYBaT U NPOCIECASBAT B CHCIHATA3UPAHUTE OOHUIIH
Y KIIMHUKHU 110 XeMaTOJIOTHs/IeTcKa XxemaToiorus U oukojorus B bearapus: CBAJIJI0OX3 — Codwus; HCBAJIX3
— Coous; Knmuauka mo xematosiorust U LIeHTHp 3a KOMIUIEKCHO JiedeHue Ha Tajmacemust U xemoduus, MBAJI
“Cs. Mapuna” — Bapna; Kimmanka no xemaronorust 1 OTaeneHue mo JeTcka XeMaTouorust 1 oHkoiorus, MBAJI
“Cs. I'eopru” — IlnoBaus; Knuanka mo xematonorust u Knuanka mo neauatpusi, MBAJI — [TneBen u Knunuka
no xemartonoruss U Knwaumka mo meamatpusi, MBAJI — Crapa 3aropa. 3a BCHYKH MallMEHTH € OCHUTYPEHO
ONTUMAITHO TPaHCPY3HMOHHO M XeIaTHpamIo JiedeHue, koeto ce 3amiama or H30K. XemartupamoTo JieueHue u
MpoCJeIIBaHETO Ha MaUUEHTUTE ce ocbluecTBiBa crnopea Msucksanusta Ha H3OK 3a mpoBexnane Ha
XelaTHpIla Tepamus Tpu OeTa-TalaceMus, HACIICACTBEHA XEMOJUTHYHA aHEMUs, KOHCTUTYI[HOHAIIHA
arIaCTHYHA aHeMWs, HACIEACTBEHAa CHICPOOIACTHA aHEMHsS M KOHTCHHUTAJHA JTU3CPUTPOIIOCTHYHA AHEMHS B




W3BBHOONHUYHATA IOMOII. BbBeneHM ca BCHYKM JUArHOCTUYHM METOIM 3a OLICHKAa Ha JKeJe3eH TOoBap,
PECIEeKTHBHO 3a OLICHKa Ha XelaTHpamatra Tepanus. J[MarHOCTUIHMpPAHETO ¥ JICYCHHETO Ha CHITBTCTBAILHTE
YCIIO)KHEHHS C€ OCBILECTBsIBA OT NPOMMIMPAaHH CHELUAIUCTH B TOPEIIOCOUYCHUTE OOJHHYHHU CTPYKTypH. [Ipm
HEOOXOIMMOCT OT OOJHHYHO JICUYCHHE, MAIUCHTUTE C€ XOCIUTAIN3UPAT B 3aBHCHMOCT OT BHJA Ha BOJCIIUTE
OIUIaKBaHUA B CHELHAIU3UPAHUTE CTPYKTYpH Ha XEMaTOJOTMYHHTE WM MHorompodwian Oomuumm. Kem
BMCX wnma copmupana PaGoTHa rpyna mo TamaceMmusi, KOsTo 3aenHo ¢ OpraHu3anusaTa Ha TaJAaCEMHILIUTE B
bparapus MeHaxkupa ISUIOCTHATa MEJUKO-COLIMATHA TPYJKa 32 MAIMEHTHTE C PEAKU aHeMHH B brirapus.




