AHEMIU BO
OETCKATA BO3PACT

Mapwuja Aumuntposcka-NBaHoBa, MD
Opnpen 3a lNeaunjaTtpmja
KanHuuyka 6onHuua LWtmn
PaKkynTeT 32 MegULUHCKU HayKU

YHusep3utet “foue Oenyes” LLUtun



LedunHunumnja n pekBeHLUMja Ha nojasa

AHeMnja e cocTojba Kade LWTOo UMpKynmpadkata mMaca Ha KpB
He M 3agoBosiyBa notpebute Ha TKMBaTa o4 Kucnopogd, T.e
KOHUEHTpaunjaTa Ha XeMornobuHOT BO KpBTa € MOHUCKa of
HOopManHarta, a npu Toa Opojor Ha Ep moxe pga Owupe
HOpMarsneH, nomarn na u rnoronem.

[JonHata rpaHuMua Ha XemMornobuHoT € wuHaMBMAayanHa wu
3aBucCu o nonotr wu Bo3pacta (Bo3paceH Hgb<130g/l,
HoBopogeHo < 150 g/l, no 6 meceum Hgb < 95 ¢g/l, og 6
meceuun oo 6 rognHn Hgb< 110 g/l, og 7-14 roguum Hgb < 120
g/l).

AHeMUNTE Cce nNo4YecTu BO JeTckaTta Bo3pacT nopagu
3rofieMeHmnTe NoTpedun noBp3aHM cO OOHOBAaTa Ha TKMBaTa U

CUCTEMUTE U MPOLLECOT Ha pacTewe N pasBuToK ( Kaj geua
noa 5 roguHu u Bo nybeprer).



Knacudgukaumja Ha aHeMuunTe

_
- Mopdhonouwika knacudukaumja

- ETnonaTtoreHeTcka knacudukauuja



Mopdonolika knacugukauuja

MUKPOLMTHN — XUNOXPOMHU aHEMUM
(MCV<80 fl; MCH<27pg)

doepogedULNTHN aHEMUM
TanaceMm4yHu CUHOPOMM
cugepobnacTtHu aHeMum

aHeMUN Kaj XPOHU4YHU 3abosyBama
XPOHNYHO TPYyEH-E€ CO OOBO



Mopdonolika knacugukauuja

HopMOUUTHU-HOPMOXPOMHU aHEMUMU
(MCV=80-95fl; MCH>26pg)

nocmxemMmopa2u4yHu aHemuu (akyTHa KpBo3aryoa)

KOH2eHuUmaJsiHu xeMoJlumu4YKku aHemuu

eH3NMCKM nedbnuntn, MemMbpaHonaTum,
nopemMeTyBara Ha XeMornobumH

aKeupupaHuU xeMoslumMu4YKUu aHemMuu
MUKPOAHIMONAaTCKN, UMYHM
- XPOHU4YHU 6yb6pe)xHuU 3abosiyeara



MopdonoLuka Knacudgukaumja

MakpounTHU aHeMUun

(MCV>95fl)

MezanobnacmHu
nedouunT Ha ButamuH b12, dponHa kncenunHa

HemezanobriacmHu

annactnmdHa adHemunja, Diamond-Blackfan aHemuja,
XMNOTUPEOD3a, XPOHMYEH XxenaTtuT, UMHUNTpauuja Ha
KOCKeHa cpueBuHa, MD syndrom.



ETuonaTtoreHeTcka kKnacmukauuja

[NocTxemoparnyHa aHemumja (akyTHa, XPOHUYHA)
OeduunTt Ha rpageXHu cycrncrtaHumm 3a epuTpounTuTe
Hdegpuyum Ha Fe (> rybemwe, > notpebun, < BHecyBahe€)

Adepuyum Ha Bum.b1l2 ( peduunt Ha BHaTPELUEH
ractpudyeH dpaktop, OedekTHa ancopnuuja BO WUIIEYMOT, <
BHECYBaH-€)

Hdepuyum Ha posiHa kKucenuHa (< BHECYBak€, HamMareHa
ancopnuwuja,> notpeobn)

Hdecuyum Ha nupudokcuH Bum b6
Hdecuyum Ha Bum. Ll
Hecuyum Ha aMuHOKuUcenuHu



ETuonaTtoreHeTcka kKnacmukauuja

XeMOnMUTUYKN aHeEMUU
KopnyckynapHu ( epodeHu )
- [NlopemeTtyBarwa Bo Ep membpaHa
- XemornobuHonaTtum
- Thalasemi
- EHsnmckn pgedovuntn Bo Ep(G6PD pgedoumuut, PK
oedpnunT)
- PNH ( npugobuena)
ExcmpakopnyckynapHu
- UMyHM
- HenmyHwu



ETuonaTtoreHeTcka kKnacmukauuja

XunopereHepaTUBHN aHEMUMU

arjlacmu4YyHu aHemMuu ( XepeouTapHW, CTeKHaTw,
ManonaTcku)

UHpnumpayuja Ha KC co manuaHu Knemku
AHeMuja nopadu HapyweHa epumpornoe3a

- NHeKunn, peBmaTckm 3abosiyBarba, KorareHosw,
eHOOKPUHM 3abonyBaka

CudepobriacmHu aHemuu ( BPOOEHN U CTEKHATN)



dusunonormja n metabonmsam Ha
Xeneso

Bo3paceH 4oBek uma 3-4 r xeneso Bo opraHnamot. OBa
XKenes3o cekorall e Bp3aHO 3a HEKOj NPOTENH.

- OYHKUUOHAaJTHO )KeJsie30 € BP3aHO 3a XeMOrnobuHOT,
MUOTTTOOUHOT U TKUBHUTE €H3NMU;

- mpaHCrnopmHO J)kesie30 € BpP3aHO 3a MNPOTEMHOT
TpaHCcdepnH Koja ce Haofa BO KpBTa ( BO HOpManHu
yCIioBM 3acuteHocTa a camo 1/3);

- pe3epeHO Xese3o (xeMocudepuH, epumuH)
nouupaHo Bo KC, a nomanky BO creseHkata M LpHUOT
apoo6.

OntumarnHara gHeBHa ncxpaxHa cogpxu on 10-20 mr Fe o
KOj AHEBHO ce KOPUCTWU camMo 1 Mr.



dusnonormja n metabonmsam Ha
Xeneso

TepMMHCKO HOBOpPOAEHYe CO HOpMarHa TefnecHa mMaca uma
npocedHo okony 75mr/kr TT »xeneso. [lpeTTepMUHCKOTO
HOBOpPOAEHYE M OHa CO nomana poawunHa TeXuHa uma
nomara KonmynHa »erneso.

CogpXnHata Ha Xereso BO MajuMHOTO U KpaBjoTO MIIEKO
nsHecysa og 0,5-1 mg/l, HO pecopnuujata Ha Xeneso e
nororiema (50%) oo MajYMHOTO MIIEKO OTKOJSIKY O KpaBsjoTo
mneko (10 %).

[Mlogobpo ce ancopbupa Xem Xenes3oTo O XpaHa oA
XUBOTMHCKO TMOTEKIO OTKOMKY HEe-XeM >Xenesoto o[
pactutenHaTa xpaHa. Ancopnuujta ja sronemysaat HCI, Vit.C
a ja HamanyeaaTt putatu, doocdaTn, oKcnaTtu, TaHWH, LUHK,
Lenyrnoasa.



AHeMuja nopaan gedPuuUnT Ha XKeneso

HajuyecT 00nuK Ha HYyTPUTUBHA aHeEMU]a

HajuyecTo Kaj Aeua Ha Bo3pacT o4 8 meceum 00 2 roanHu
N BO nepuon Ha bp3 pacTt BO NyOepTeT n agorecueHumja

NMpuunHm

- Marnu pes3epsun Co KOU ce para HOBOPOOAEHYETO

- HeOOBOJSIEH BHEC CO XpaHaTa (McxpaHa CO KpBjO MIIEKO,
XUutapuum)

- HamarieHa upeBHa ancopnuuja ( uenujakuja, pecekuymja Ha TEHKO
LipeBo)

- 3ronemeHu notpebu ( 3abpsaH pacT BO nybepTeT, MHEKLUNN)

- ryouTtok Ha kpB BO T (goeHYMHa XpaHETU CO KpaBjo MIIEKO,
UpeBHM napa3nTtn, MekenoB OuMBEPTUKYIYM, YrKycHa 6Oonecr,

e3odpareanHn BapuKCW, MOPEMET. Ha Koarynauuwjata, HeypeaHu
MEeHCTpYyaLuu.



KnmHmnyka cnuka

HamaneH anetur
3roniemeHa xenba ga jagat 3emja (nuka)
brneguno (Hgb < 80 g/l)

Onwta cnabocT, Aelara NnecHo ce 3aMopyBaart, HaMmaneHa dusnyka
aKTUBHOCT

Cpue — Taxukapamja npu pusnykn Harnop

Mo3ok — anaTtuja, NoCnaHocCT, pa3apasfimBocCT, HamMareHa
KoHeuTpaumja u memopuja

HamaneHa oTNOPHOCT KOH MHEeKL U

KonnoHunxuja, aHrynapeH CtTomMaTtuT, rmocuT, atpoduja Ha
CIly3HuUaTa Ha XXenyaHUKOT U TEHKOTO LpeBO

HamaneHa TT, geuata ce 4eCTO NOTXpaHeTun
xernaTtomernuja, cnyieHomeranuja, numdgageHonaTuja



JTabopartopuckm ncnmutyBara

KoHueHTpauuja Ha Hgb — HajuyecTo e HamaneHa
- o4 6 mecel o 6 roanHn < 1109/l
- o4 6 -14 rogmHun < 12049/l

OBOj TecT He e OoBoSHO creunduyeH bugejkn Hgb moxe ga buage HamarneH um
Kaj oedpmumt Ha doonHa kKucenuHa, But. b12, XpoHW4yHM wnHPpekuun. Huty e
OOBOSHO CEH3UTUBEH BUaEjKN HE MOXe Aa AoKaxe AeduuuT Ha XKeneso npead aa
buoaTt ncupneHn HeroBuTe pesepsu.

HCT < 38%, MCV < 80 fl, MCH< 27pg, MCHC < 325¢/I
RDW (wwnpuHa Ha Ep anctpubyumja) > 14,5 %
Cepymcko xernes3o <10 umol/l

BpegHocTnTe Ha TpaHCcdEepUH ce 3rofieMeHun Hag HopMarnHaTta rpaHuua (200-
360 mg/dl) a HeroBaTa catypauuja € nog 10 %

TIBC ce 3ronemyBa Kaj HamaneHu pesepsu Ha Xene3o. HopmanHu BpegHOCTH
ce o 50-90umol/l.

3ronieMeHun ce BpegHocTuTe Ha npotornopdupuH IX (<80mcg/dl)
HamaneHu ce BpegHocTute Ha doeputinH (< 10mcg/l)



JTabopartopuckm ncnmutyBara

[npekTHa npoueHKka - ogpedyBake Ha pe3epBUTE Ha
Kerneso BO acnupaT o4 KOCKeHa cpueBuHa wnu
buonTuyeH matepujan Kou ce 6ojaTt co BEPNMHCKO CUHO
— pes3pBUTE Ce rmnegaar Kako Hacobupawa COo 3efieHo-
CUHM rpaHynaumu.

TecT Ha ancopnumja Ha p.a xeneso og [WUT.
Pesyntatute kaj Fe oeduumntHa aHeMuja ce 3Ha4YUTENHO
NOBNOKWN 01 HOpMarnHuTe.

Tepanuncku TecT (MHOUMPEKTEH TECT) - akO Ce MOCTUrHe
nopacTt Ha Hgb oa Hajmanky 10mg/l 3a 3 Hegenn moxe
Oa ce 3aKkny4yum geka nocrtou gepo gedumuntHa aHemuja.



JTabopartopuckm ncnmutyBara

[lepndepHa pa3macka
- aHM30LUMTO3a, MUKPOLNMTO3a, XUMOXPOMMja, aHynoumMTo3a

- dumopdoHa cnunka ( MMKPO 1M MakpoLMTO3a Kako N XUMO U
XUnepxpomMmHun Ep) Moxe Oa ce CpeTHe npu UCTOBPEMEH
oedonunt Ha But. B12 nnn donHa kncenmHa wunm npwu
nperxogHa Tepanuja co doepo npenapatn  UnNu
TpaHCMYy3nN Ha KPB.



[lepndepHa pasmacka Kkaj pepogeduuUnTHa
aHeMuja




depooeduymTHa aHeMUja
LeHTpanHoTo bneauno e norosieMmo og 2 oa AnjaMmeTapoT Ha
epuTpoLUnTOT




[npepeHumjanHa gmjarHo3a Ha XMNoXpoOMHUTE aHEMUU
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Tepanuja Ha Fe geduunTHa aHeMuja

OpacTpaHyBakbe Ha npuyMHaTa W Kopekuuwja Ha
ncxpaHara.

[loeHuyna KOM He ce Ha [oerwe ce npenopadvysa
agnTupaHa mnedHa popmyna 3doraTeHa co eneso.

Bo HemMmne4dHaTta ncxpaHa ce npenopadvyyBaat HAMUPHULM
KOWU coap)XaT He XeM Xerneso (cnaHak, 6rnmTtea, UBEKIO,
NeryMmoHo3un) n XeM Xreso (Meco, Xor4yka, LpH apob).

ButammH Ll ro 3ronemyBa WCKOPUCTYBaAHETO Ha He
XEeMCKOTO Xenes3o Koe Cce Haora BO 3efIeHYYKOT.

KonnunHata Ha KpaBjo MJieko ga ce orpaHuym Ha 600-
750 mn gHeBHO



Tepanuja Ha Fe geduunTHaA aHeMU|a

Fe pedwumumTHaTa aHemumja Kaj AOeHYMH-ata U Manurte
Oeua ce neydu co gaBame Ha enneMeHTapHOo Xeneso 3-6
MI/KT.

Kaj agonecueHTnTe gosara € 100mr/geH
JlekyBar-€TO Tpae oa 2-4 meceuun.



lpeBeHUM]a Ha Fe geduunTHa aHemuja

[MpaBunNHa ucxpaHa W gogaBawe Ha Xene3o BO TeK Ha
bpemeHocTa.

EkcknysnBHo [pOoewe BO npBute 4-6 Meceuu, BO
CNPOTMBHO MUCXpaHa CO apganTupaHa wMn. dopmyna
3borateHa coO xeneso. KpaBjo MNEKo pJa He ce
3ano4yHyBa bapem o nonHm 6 meceuun.

HaBpemeH MOYEeTOK Ha HemrevyHa XpaHa, npaBuieH
n3060p Ha XxpaHa oA PacTUTENHO U XXMBOTUHCKO NMOTEKMO.

[1a ce 3ano4yHe CcO cCyncTuTyuuja CcO Xene3o Kaj
npemMaTypHuUTe HOBOpPOOAEHM oO 2 Mecel BO pgo3a 2
mg/kgTT.



MeranobnactHu aHemMumu
Butamud b12

XpaHa oOf >KMBOTMHCKO TMOTEKNO: MECO, MIEKO, MIIEYHU
Npoun3BoaMu.

[HeBHWN NoTpebu ce 2,5mcg/aeH

Pesepsu BO UpH apob: 2-5000 mcg

[HeBeH BHeC co xpaHa: 5-30 mcg (80% ce pecopbupa)
[1HeBeH rybuTok: 2 mcg

3a pga ce ucnpasHaTt pesepBuTe NoTpedbeH e nepuoa of 3-4
roguMHU AOKONMKY BOOMLUTO HE Ce BHecyBa.

[naBeH ¢pakTop 3a Heroea pecopruuja BO TEHKOTO LIPEBO €
Castle-oB pakTop KOj ro cosgaBaaTt napuetanHuTe KneTkn Ha
XenygoyHarta nurasuua.

HeonxoneH e 3a cuHTe3a Ha [OHK. Herosmotr gedounuunt ro
HapywlyBa MeTabonnsaMoT Ha ponatoT U UHAMPEKTHO MPEKy
Hero Brnujae Ha cuHtesata Ha JHK.



Hednunt Ha ButamumH b 12

HepoctaTtoKk BO ucxpaHarta ( BeretapujaHuu, OOMArotpajHoO srowa
ncxpaHa)

Manancopnuuja

- TacTpuyHM npuyrHK:  jyBEHUNHA NEPHUMUMO3HA aHemuja,
TOTanHa/napuunjanHa racTpektoMmuja, KOHreHuUTanHoO OTCYCTBO WIK
doyHKUMOHarneH HegOCTUr Ha BHaTpeLlleH dpaktop

- 3abonyBatsa Ha uneymor: uenuvjakuja, Chron-oea bonecrt(ileitis
terminalis), pecekunja Ha TepmuHaneH uNeyMm, CenekTUBHa
mMarnancopnumnja Ha kobanamuH (Imesland-os cuHgpom)

3rofnieMeHa noTpowyBayka Ha KobanamMmuH

- napasnTun, baktepuncka nHBasuja Ha TepMUHaNeH nneym
MepukamMeHTO3HO ycrnoBeH aeduumuTt

- Colchicin,. Neomycin, aHTnennnentTnum
Transcobalamin Il aedomunTt



MeranobnactHn aHemMmum
dofHa KncenmHa

Ynora Bo cuHTe3a Ha [1HK

Ja uma BO nucHart 3eneH4yk, OBOLLje, MINEKO U MIIEYHM

npoussoau (XymaHo U KpaBjo mMrieko mma 50mcg/l),
Meco, LipH apoD.

[HeBHM noTtpebu: 50mcg Kou ce rofiemyBaaT BO TEK Ha
OpeMeHOoCT.

[1HeBeH BHecC npekKy xpaHa: 400 mcg
Pe3epBn Ha onHa knucenunHa: 6-20 mg
Pecopnuuja BO 4yOoOeHYM U jejyHYM.



[lednuunT Ha PorHa KucenuHa

HepoBorneH BHeC CO XpaHa
- UCXpaHa co Kko3jo mrieko (bmceg/l)
NopemeTtyBawe Ha ancopnuujata

- XpOHMYHa [Oujapea nopaau OOMect Ha TEeHKO LpPeBo
(uenunjakuja, LIP, KpoH)

- nekosu. sulfasalazin, metotreksat, opanHu KOHTpaUenTUBHMU
cpencrtea

3ronemMeHu noTpeoum

- BO NpBarta rogmMHa Ha XXMBOTOT M agonecueHumja

- OpeMeHOoCT 1 nakrtauumja

Oedvumnt Ha ponatn Bo bpemMeHocTa Moxe Aa buae npuynHa
3a spina bifida n nuuesn aHomanuu: pacueneHo Henue,
3ajayka ycHa, abopTyc nnun NnpeaBpeMeHoO parame.



KrnnHunyka cnmka Ha mernoodnacTtHu aHeMun

OnwTy cumnTomm: canbocT, ManakcaHocT, 6p30 3amopyBaHe
npv Hamnop, anaTtuja, HaMarneH aneTuT.

HeBposrowkn cuMnTOMU: TMCUXMYKM 3aMOp, HEMOK 3a
KOHLUEeHTpauuja, HecoHuua, pasgpasnueocT. [lepudepHa
HeBponaTuja co nojaBa Ha NapecTe3mun npen ce Ha OOonHuTe
EKCTPEMUTETU U HECUTYPEH O,

['UT: Hunter-oB rnocut (OoneH UpBEH ja3nk CO aTpoU4YHK
nanunu v ynuepauuu), gucnencuja, cyouktepyc n ymepeHa
XenaTto-cnneHomMmeranuja.

Koxata e bneno-xonta co 60oja Ha cnama

MoTexok 0bnuK Ha aHeMuja e NPUAPYXeH 1 Co rneykoneHvja u
TpomboumMTONeHnja WTo BOAM A0 NojaBa Ha UHMEKUMU na u
neTexmnjanHn Kpeapewa U MOAPUHKM.



JTabopaTopuckn ncnutyBaka Kaj
MeranoobdnacTHU aHeMuun

Hgb |
MCV > 100 fl
Petukynountn < 1%

MNepudepHa pasmacka: makpouuTtn (> 15u), MOXHO e
NPCYCTBO Ha MOMKWUMOLMTO3a, aHn3oumTo3a, 6a3odunHo
nyHKTUpaHu Ep, na gypu u eputpobnactu.

[ paHynouTmnTe ce co XxmnepcermeHTupaHu jagpa 6,7,8
[onemu TpomboumnTn co anjameTtap Ao 8 |



[TepudrepHa pasamacka kaj meranobnacTHa
aHeMuja




KockeHa cpueBUHa

akymynauuja Ha ronemu Hespenu eputpobrnactun co
OCKy[Ha CuMHa uMTonnasmMa M ronemMo Hesperno jagpo co
PacCTPECUT XPOMaTUH.

rofiemMu MMenounTun 7 MeTaMmnenounTun Co
XuneprpaHynmpaHa uuTtonnasma n MerakapuoumTn co
XxuneprobupaHu jagpa

HeedUKacHa epuTponoesa — XunepuenynapHocT Cco
gereHepatmBHu dopmMnm  Ha epuTpobrnactn, HUCKK
PeETUKYNOUNUTU BO nepudpepujata — 3HaAK Oeka MHOry oa
eputpobnactute ymupaat Bo KC. Kaj Tewwkun dopmun Ha
MA 90% opn eputpobnactute ymmupaar npeg ga cospeart
n Bnesat Bo nepudpepHarta kpe ( HopmanHo e og 10-
15%).



KockeHa cpueBUHa Kaj meranobnacrtHa
aHeMuja




[njarHo3a Ha MeranobnacTHNn aHeEMUN

3ronemMeHaTta WHTpamegynapHa nv3a e npuynHa 3a
nopacTt Ha Indir.Bill u LDH.

Ser Fe 1
PepnTnH 1

[OndepeHunjanHa gnjarHosa mery gedouuumt Ha But. b12
M onHa KkucenmHa € ogpedyBakbe Ha HUBHUTE
BPEOHOCTU BO CEPYMOT M CO TEpPAnUCKn TecT.

Vitamin B12 = 200-1000 ng/l (< 100 ng/l gpepuunt Ha
Vit.B12)

donHa kncenuHa = 6-20ng/ml (< 4ng/ml gedpuymnT)



[njarHo3a Ha merarnobnacTtHn aHeEMUK

Bo andgepeHunjanHa gmjarHosa Ha geduumt Ha But.b12
ce kopuctu Schilling-oB TecT.

Ce mMepu npucycTtBOTO Ha paguoaktmeeH But. B12 Bo
ypuHata. BpegHoctu > 10% e 3HaK geka pecopnuunjarta
e HopmanHa. Og 5-10% comHutenHa n < 5% HamaneHa
ancopnumuja Ha But. b12.

Ka] nepHMuno3sHa aHemMuja ce WUCnUTyBa ractpuyHarta

cekpeunja no crtuMmynauguja co XUCTaMUH UK
neHTaractpuH. Ph =7 (axnopuaunja) a Bo =0

[acTpuyHa Owoncuja — aTtpoduja Ha KenyaoodHa
nuraeuua

TecT 3a ogpeayBake Ha aHTUTENa Ha BO.



Tepanuja Ha meranobnacTtHa aHeMuja

Hednunt Ha donaTtn ce TpeTupa co nepopariHo gaBawe Ha 5 Mmr
OHEBHO (ponHa KucenunHa BO Tek Ha 3-4 meceun. Kopekumja Ha
ncxpaHarta, JleKyBake Ha OCHOBHOTO 3abornyBawe Koe ja
nopemeTyBa ancopnuujara.

Hedonunt Ha But. B12 ce kopernpa co napeHTeparnHo .M. JaBaHe
Ha umjaHokobanamuH 1000 pg cekoj Mecel ce Oodeka He ce
NOCTUIHE KNUHMYKA HOopManusauuja. Toraw gosarta ce Hamarnysa U
Cce gaBa CeKoj TpeT unn 4YeTespTn Mmecel. Kopekuuja Ha ncxpaHara.

[lo 36 4Yaca op 3anoyHyBawe€ Ha Tepanujata MeranobnacTtHOTO
co3peBakbe BO KC cKopo ucdesHyBa, ce 3rofiemyBa OpojoT Ha
peTukynountnuTe U nopact Ha Hgb 3a eneH mecel. 3a HeKornkKy
OeHa ce nogobpysa rncuxuykata coctojba, aneTuToT, ncHesHyBaar
BbonkuTe BO jasnKoT. HeBpONOLWKNTE HapyllyBawa pearvpaaT Marsnky
nob6asHo.



Annactn4yHa aHemuja

Ce KapakTepusmpa CO MaHUMTOMEHWja, XUNonsacTU4YHa rMpasHa M MacHa
KOCKeHa cpueBuHa, 6e3 nponundepaunja Ha oUOPO3HO TKMBO UM ManurHu
KIETKU, HUTY Nak NOCTOU AeduUMT BO HEKOj rpafeXXeH efiEMEHT.

Fanconi-eBa aHemuja [MpnmapHn — nanonaTckm — aedeKT BO
MaTUYHaTa KNeTKa???

Yucra Ep annasumja CeKkyHOaQpHMU:

Diamond-Blackfan aHemuja A. LUIMTOTOKCMYHU, LUTOCTATCKN NEKOBMU,
npagnjaunja, P.a usotonu, 6eHseHu

b. MeanKameHTO3HO yC/10BEHU: CO/IN Ha
3/1aT0, NeHUUNNAMUH, aHTUXUCTAMUHNLM,
cyndoHammam, aCnnpuH,
XN0pPaMPEHMNKON, TETPALUKANHMW,
NeHNUUNINH

MMYHOHOLLIKM YCNOBEHU, TPaBUNAUTET

NHPEKTUBHUN NPUYNHU: AKYTEH XENaTuT,
EBYV, HIV

Acoumjaumja co PNH



KnmHun4yka cnuka

[ToyeTHUTE cMMNTOMU ce HecneunduyHn: cnadocT, ManakCaHocCT,
6p3 3aMop NMpu akTUBHOCT.

NHTEPKYPEHTHM MHEKLMN UMK Nocepuo3Ha bakTepucka nHdekumja
nopagu rpaHyrnoumTorneHvja npudnHa 3a Oapawe Ha Jiekapcka
MOMOLLI.

[leTexmn U“ exMMo3n WNU  MOCEPUO3HN KpBapera nopaau
TpomMOoUUTOMNEHMja NPUYMHA 3a UHULWjArNHO OTKpMBake Ha AA.

Koxa n nuraemum co bneauno, ynuepaummn BO yctarta, OKOSly aHycoT
N reHutanuumte (Kaj wu3paseHa rpaHyroumTorneHuja), netexmm u
exnmMmosu (TpomboumToneHuja).

OpraHomeranuja Hema.

TexxnHata Ha 3abonyBaH-€TO 3aBMUCUM O CTENEHOT U bp3nHaTa Ha
annasuvjata Ha KOCKeHaTa cpLeBuHa.



Kputepunymu 3a oapenyBsare Ha TeXnHaTa
Ha AA

pHYnoumntn < 0,4 x 10°/|
TpombouuTn < 10 x 10/
Petukynountn < 10 x 107/l

KockeHa cpueBnHa > 80 % o KNeTkute He ce
MUenongHu

Kputepuymm 3a tewka AA ce ako BO nepudepHaTa KpB
MMa HajManky Tpu o4 YETUPUTE KapaKTEPUCTUKMN.

OBue KpuTepuymm ce 3HadajHW 3a ojpenyBare Ha
cooaBeTeH TpeTMmaH. [lpu TpM NOHUCKU napameTpu of
NpUKaXkaHNTe Hema anTepHTMBa BO JIEKYBAHETO CO
TpaHcnMaHTaumja Ha KOCKkeHa cpLueBuHa



TabopaTopunckn Haoau

[TaHuMTONEHNja — BO nepudepHa KpB.

CegumeHTauuja > 100 BO NpBUOT 4ac

Ser. Fe — BUcoko, TpaHcepmH — HOpMarieH Co BUCOKa caTtypauuja
[MepudepHa paszamcka:

- Er co HopmanHa dopma M ronemMuHa, HU30K MPOLIEHT Ha
PETUKYMNOLUTU CKOPO Hyna

- [panynouuTnTE Ce xmneprpaHynmpaHn u BoO HanameH 6poj
- PeTkn n cntHm TpomMoboLnTm
[unjarHosa ce noctaByBa co nyHKuUnja Ha KC koja e “cyBa’, npasHa

buoncuja Ha KockeHa cpueBuHa of crista iliaca — pegykuunja Ha
aKTUBHOTO MUENONOETUYHO TKMBO KOE € 3aMEHETO CO MacCHO.



[lepndpepHa pasmacka kaj AA




KockeHa cpueBuHa kaj AA

JleBo: annacTMyHa aHemuja
[lecHO: HOPMaHA KOCKEHa CPLEBUHA



KoHreHuTanHu AA
Fanconi-eBa aHemMuja

HacnenyBakwe AR
3aocTaHyBaH€ BO pacT
Koxa: xunepnmrmeHTauum, BUTUINTO.

Kaj 2/3 ckenetHnm mandopmaumu: xunonnasvja Ha nanuute Ha
pakata, CuHOakTunuja, annasnja Ha paguyc, MUKPO3OoMUia,
MuUKpouedanuja

AHOManuu Ha Bbybpesun, cpue, KpUnTopxmsam

ITabopaTtopuckn aHanusu: MNaHuyutoneHuja mery 5 n 10 roanHa
Kaj 1/10 TpaHcdopmaLmja BO akyTHa rneykemuja

Cny4yau Ha crnoHTaHa pemucuja Bo nyodepTer

TpeTmaH: TpaHcnnaraunja Ha KOCKeHa cpLeBUHa



KoHreHuTtanHm AA
Diamond-Blackfan aHemuja

Hacnenoyearwe AR
Hema KOXXHWU, CKENETHU UMM OPraHCKU NPOMEHMN.

AHemunjaTa ce MaHudecTupa BO npBata roguHa oA
XNBOTOT.

Bo KC petkm ce eputpobnactute, HopmarsiHa
rpaHynouuTonoesa W MerakapuvouuTHO Cco3peBaHe.
PeTukyrnountute ce n3pasnto HamarneHu.

TpeTMaH: KopTMKOCTEPOUAM Ce A0 TpaHcnnaHTaumja Ha
KC.



Tepanuja Ha AA

Kaj cekyHpnapHa AA:
- OTcpaHyBawe Ha pakTopoT Koj gosesn Ao AA

- [launmeHTOT cCe ogpXyBa CO CynopTuBHa Tepanuja ce Ao
pereHepauunja Ha KC. Tewkute dopmn Ha AA ce rnekysaar coO
TpaHcnnaHTaumja Ha KC.

CynopTuBHa Tepanuja

AHemMnja co HUCKM BpeadHoCTn Ha Hgb ce kopernpa co TpaHcdysuja
Ha punTtpupanu Ep.

bpoj Ha Gran < 500cmm — noTtpebHa e wu3onaunja. Pusmk o
NHTpPaxocnuTanHM WMHMEKUMNn U eHOoreHn WHQeKunu npeg ce of
[T n pecnnpatopeH TpakT.

[lpeBeHUNja Ha MHAEKUMN. CO CTpora XUrmeHa Ha Kox)kaTa, ycrarta.
Peoykuunja na gypu u ctepunusaumja Ha TMT co HeancopnTuBHK
aHTUOMOTULN N aHTUAYHranHM megmkameHTn. CTpora KoHTpona Ha
XpaHarTa.



Tepanuja Ha AA

- Bo cnyyaj Ha nHdekunm TpetMmaH co aHTMBMOTULM CO LLUMPOK creKkTap
Ha [JejctBO ce [0 pobmBakbe Ha MO3UTMBHA KynTypa W
aHTUoOuorpam.

- BupycHun nHdgoekumm ce petkm ( No4eCTo Ha Koxarta)

CepusoHa TpombouutoneHmja co kpeapewe (I'MT, LHC) ce
TpeTunpa co TpombounTHa Mmaca.

Kaj geBojunmata BO nybepTeT M apgonecueHumja notpebHa e
npeBeHUMja OO TrEeHUTanHM KpBapewa CO [JaBake Ha
KOHTpaLenTMBHA XOpMOHarnHa Tepanuja.

OepunBatn Ha aHpporeHn xXpomoHu (oxymetholon) kaj nobnaru
dopmu Ha AA u Fanconi aHemuja BO Tek Ha 3-6 meceum go 1
roguHa.

XemaTonoeTCcKn KOrIoOHOCTUMYNUpaukm dpakropu
GM-CSF, IL-3, EpuTtponoetuH



Tepanuja Ha AA

MUMyHOCynpecuBHa Tepanuja

AHTUNIMMQOUNTEH N AHTUTUMOUUTEH  rMOBYyNuH
(cynpecuBHO nOejcTBO Ha T cCynpecopHUTe KNeTKn u
MaTUYHUTE KITETKW)

HecakaHn edeKktn: >  Temnepartypa, Tpecka,
ypTukapuja, xunoteHsnja, xuneprteHauja. [lopaanm Toa
4yeCcTO OBaa Tepanuja ce KOoMbuHMpa 3aedHO Co
KOpTUKOCTEpOUAMN.

TpaHcnnaHTtaumja Ha KC



