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XKensasogeduMTHa aHeMU S — KIMHUIHHA
HaCOKM 3a IMarHOCTMKAa U JIedeHue

Mapusa AHactacoBa-llocTapkusaH, Buktopus Bop6aHoBa

KnuHuka no xemamonozus, BMA - Cogus

Pe3lome:Cnopeg gepuHuuusma Ha CBemoBHama 3gpaBHa opaaHu3auus aHemMusi € CbCmosHUE, Npu koemo cmouHocmume Ha
XxemoznobuHa (Hb) ca nog pepepeHmHume 3a coomBem+ama Bv3pacm u non —nog 130 2/A 3a Mwxke, nog 120 2/A 3a >keHu, nog 110
2/A 3a 6pemeHHU XkeHu. Bucokama yecmomama Ha >kens3ogeguuumHama aHemus (XLA) 8 cBemoBeH mawab u noBuweHama
Mau4uHa, nepuHamanHa u obwa aanobasHa CMbpmHOCM, acouuupaHu cbc 3aboasBaHemo, 20 onpegensm kamo couuaaHo3Ha4uMo,
ocobeHo B pasBuBawume ce cmpaHu. B koHmekcma Ha guema, 6egHa Ha XeAs30, npuyuHama 3a aHeMUYHUS CUHGPOM € iCHa.
MHozo no-komnaekcHa e guagzHocmukama, kozamo He e HaAuue HegoxpaHBaHe u 3a emuoAo2u4HOMO U3sACHABaHe u AedyeHuemo
Ha XA ce usuckBa MyamugucuunauHapeH nogxog cbc cbgeucmBue mexkgy pasaudHU MEegUUUHCKU cneuuaAucmu.

XenesHuam geduuum (abconlomeH u ¢yHkuuoHaneH) e
Hau-Yyecmama emuoAO2UYHa npuyuHa 3a pa3Bumue Ha aHe-
Must 8 npubauzumenHo 50% om Bcuuku cayuau (10). 3abo-
neBaemocmma B EBpona e mexgy 7-14 Ha 1000 uoBeka zo-
guwHo. Mo-yecma e npu geua, XeHu B gemepogHa Bv3pacm
u Bb3pacmHu xopa. B cmpaHume ¢ guema, begHa Ha Meco,
3aboneBaemocmma e 6 go 8 nomu no-Bucoka (4). XXOA ce
acouuupa CbC 3HaYyumeAHo HamansBaHe Ha kavyecmBomo
Ha >kuBom u pabomocnocobHocm, noBuweHo vyBcmBo Ha
ymopa, 3a6aBeHo koeHUMUBHO u gBuzamenHomo pa3Bumue
npu nogpacmBawume (11). XXOA no Bpeme Ha bpemeH-
Hocm yBenauuaBa pucka om Hucko meaao Ha HoBopogeHomo,
mMaluyuHa u nepuHamanHa cmovpmuocm (9). Bcuuko moBa
onpegens XA kamo couuanHo3Ha4umo 3aboasBaHe u He-
2o0Bama npeBeHuus, guazHocmuka u AeyeHue ca ocHoBHa
3gpaBHa cmpameausi. Cnopeg C30 27% om HoBopogeHume
u nogpacmBawume ca ¢ Aeka popma Ha aHemusi (Hb<110
g/L), 0,2% — ¢ mexkka popma (Hb<70 g/L), 24,6% om Bcuuku
»keHu B gemepogHa Bv3pacm ca ¢ aHemusi, kamo 0,6% ca
cbe cmeneH 3/4 (Hb<80 g/L), nogobHa uecmoma e omue-
meHa u no Bpeme Ha bpemeHHocm: 26% (Hb<110 g/L), 0,3%
(Hb<70 g/L) (12).

Xenazomo (Fe) e ocHoBeH 2paguBeH enemeHm Ha Hb (xe-
moanobuHa), koimo e 2naBHusm mparcnopmep Ha O, u
CO,, Heobxogumu 3a HopmaAnHume >kusHeHu dyHkuuu Ha
Bcuuku opzaHu u cucmemu. Xomeocmasama Ha >keAs30mo
B opzaHuama ce pezayaupa om ek302eHHU (aAUMEHMapHo
KeAa30) u eHgoz2eHHU ¢akmopu (uumokuHu, xencuguH u
gp.). 3a Hykgume Ha opzaHu3ama Fe ce HabaBs upes gBa
OCHOBHU MexaHu3ma:

1. ABcopbuus Ha anuMeHmapHo Fe npes gyogeHaAHUMeE eH-
mepouumu, npubAU3UMEAHo 1-2 mg Ha geH.

2. 20-25 mg Fe ce ocBobokgaBam Ha geH om makpoda-
2ume npu cekBecmpupaHe Ha yBpegeHu u ocmapeAau epu-
mpouumu.

HexemoBomo aaumeHmapHo Fe ce npeBpbuia om depu-Fe®*
BbB ¢epo-Fe** dpopma B 2acmpouHmecmuHaAHus mpakm
(TUT), HaBAuza B abcopbuuoHHUMe eHmepouumu, Kko-
gemo omHoBo ce okucasBa go ¢pepu-Fe** u npemuHaBa 8
cucmemHomo kpvBoobpaweHue, upe3 koemo ce npeHacs
go Fe-zaBucumume cucmemu om 2aukonpomeuHa mpaHc-
depun (transferrin, Tf). HopmanHo HacuwaHemo Ha Tf ¢
Fe®" (iron-saturation of transferrin, TSAT) e npubausumenHo
30%. HaBausaHemo Ha Fe B knemkume ce onocpegcmBa
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om Bpv3kama Ha Tf ¢ HezoBusa peuenmop (TfR1) u peuen-
mopHO-koHmMpoAupaHa eHgouumo3sa Ha komnaekca Tf-TfR1.
B epumpougHume kaemku >kenszomo ce u3non3Ba 3a CuH-
me3a Ha xem. Yacm om BobmpekaembuHomo >kensizo ce
coxpaHsBa 8 HeakmuBHa ¢opma — kamo pepumuH, koumo
koHmponaupa ocBobokgaBaHemo My npu Hy)kga. OcHoBHa
poAas B pezynauusma Ha >keasdsHama 0bmsaHa u3nbAHABa
xencugusbm (13). XencuguHom e XOpMOH-CUHMe3upaH om
xenamouumume. Tou e HezamuBeH peaynamop Ha upeBHa-
ma pe3opbuus Ha Fe?* u epaykca Ha Fe?* om kaemkume Ha
PEC — pemukynoeHgomenHama cucmema (14). B nocaegHu-
me 20guHu ce gokasa 3HaueHuemo Ha epumpodepoHa kamo
ocHOBeH pesyramop Ha npogykuusima Ha xencuguH. Epu-
mpodepPoH ce cuHmMesupa U omgeAs om epumpobaacmume
B omzoBop Ha epumponoemuH. EpumpodepoHom HamansBa
ekcnpecusima Ha xencuguH u HezamuBHus My epekm Bopxy
»kensizHama abcopbuus u MemaboausbM (15). Opye Hezamu-
BeH peaynamop Ha xencuguH e mvkaHHama xunokcus (16).
CowecmByBam gokasamencmBa, ue uHpAamMamopHU uumo-
kunu kamo IL-6 yBeauuaBam cekpeuusma Ha xencuguH (17),
Bogewo go HamansBaHe Ha abcopbuusma Ha aAuMEHMAapHO
»kensi30 u ymuaudupaHemo My om pesepBHume gena, koemo
ce cvsama 3a npska npuyuHa 3a pa3Bumuemo Ha aHemusi
npu ¢yHkuuoHaneH >kene3eH geduuum npu XpPoHUYHU 3a60-
AfBaHus (HeonAasuu, XPOHUYHU Bvb3naAumenHu 3abonsaBa-
Hus, peBmamougeH apmpum u gp.) (18).

Knacudpukauus

Om cmpaHa Ha penpogykmuBHama cucmema npuvuHa 3a
»keneseH geduuum e meHopazusma (1); Ha TT — e3oda-
2um, Bapuuu Ha xpaHonpoBoga, xuamycHa xepHus (uma
ce npegBug yAuepupawa XepHusi, HeycAokHeHama He 6u
npuyuHuAa >keneseH geduuum), nenmuuHa a3Ba, XpOHUY-
HU Bvb3naaumenHu 3aboasBaHus Ha uyepBama, xemopougu,
kapuuHomu — Ha cmomax, konopekmaneH kapuuHom, pegku
NPUYUHU — aHauogucnAasus, HacaegcmBeHa xemopazuuHa
meneaHzuekmasus (1). Hakou npuduHu ca ManabcopbuuUoH-
HU — ubonuakus, ampoduueH 2acmpum (ga ce uma npegBug
pa3Bumuemo My Ha 6a3a Ha npegxogeH XkeneseH gepuuum),
2acmpekmomus (1). QuauoAozuuHU NpuyuHU 3a >keneseH
geduuum ca pacmexXk, bpemeHHocm, BezemapuaHcmBo,
Bb3pacmHa nonyaauus. Om cmpaHa Ha 2eHumoypuHapHa
cucmema — xemamypus (psgka npuvuHa). Odpyau npuduHu
ca cBop3aHu c napokcuamaAHa HOWHa XeMO2A0BUHypus,
yecmu ¢paebomomuu u gapsiBaHe Ha kpvB. PasnpocmpaneHa
noBcemecmHo npuyuHa e u uHdekuus ¢ napasumu om Buga
aHkunocmomu.

AHamMHe3a

EgHa om Hal-cepuo3HUmMe u Yecmu NPUYUHU 3a HaAUYUEMo
Ha >keneseH geduuum ca 2acmpouHmecmuHaAHUme 3aoka-
yecmBeHu 3aboasaBaHus. ToBa e u noBog eacmpoeHmepo-
Aozuveckume gpykecmBa ga uspabomBam pvkoBogcmBa
3a guagHocmuka u AeuYeHue Ha hauueHmu C >keneseH ge-
¢duuum. Mpu >keHu B gemepogHa Bb3pacm e BarkHo Ccvbbu-
paHemo Ha uHdopMauus omHOCHO koauuecmBo u npogobA-
>kumenHocm Ha MeHcmpyauusima. [pyau pegku npu4uHu 3a
XpoHuuHa kpvBosazyba ca xemonmuauc, xemamypus. Pas-
numbm mpsbBa ga ce Hacouyu u kbM aHamHe3a 3a U3NOA3-
BaHemo Ha HecmepougHu npomuBoBb3nasumenHu Aekap-
cmBa, cmepougu, koumo moxke ga npuyuHsM pa3sgpasHeHue
Ha 2acmpouHmecmuHanHama AuzaBuua u kpvBoszazyba.
BakHa uHpopmauus e u aHamHe3ama OMHOCHO kopemHu
onepauuu, NpeguweH enu3og Ha aHemus U mepanus ¢ Xe-
Ae3eH npenapam.

Mpeaneg
MpomeHume, HabalogaBaHu B cmamyca Ha nauueHmume

¢ >keneseH geduuum, ce nposBsBam B pasauuHa cmeneH
cnopeg mexkecmma Ha aHemusma u pacama (1). Xapak-
mepHa e baegocmma Ha Auz2aBuuume. HabalogaBam ce
MHOkecmBo npomeHu B enumeauaAusupawiume mokaHu,
cBbp3aHu ¢ Hegoumvk Ha >kead30: e3odazuanHa Habpas-
geHocm, koUAOHUXuUS, 2A0cum, aH2yAapeH cmomMamum, am-
podus Ha cmomawHama AuzaBuua. ToyHUmMe NpuyuHU 3a
HabAlogaBaHume npomeHu U Xkeaq3ogepuuumHama aHemus
ca Bce owe HeussicHeHU. Hanpumep ampodusma Ha e3uka,
HabpasgeHocmma Ha xpaHonpoBoga u aHzyAapHusm cmo-
Mamum ce cpewam npu noBeue om 15% om nauueHmume
¢ >kenssogepuuumHa aHemus BvB BeaukobpumaHus. Tesu
npomeHu ca B nbmu no-psgko cpewaHu npu hauueHmu om
gpyau pauoHu Ha cBema (6).

Heycnex B AeueHuemo mps6Ba ga Hacouu koM gpyzo 3a60-
AsiBaHe, npuyuHsBawo cumnmomu, kauHuka u Anabopamop-
Ha Haxogka, cxogHuU ¢ me3u npu >kene3eH gepuuum. ToBa
MoXe ga ca aHemusi npu XpoHUYHO 3abonsBaHe, ompaBsHe
¢ onoBo, manacemus, aBmouMyHHa XeMOAUMUYHA aHemusi
u gp. (3).

XKenasogeduuumHama aHemus nocmaBs MHokecmBo
npobaemu B guagHOCMUYHO OMHOWEHUE NPeguMHO npeg
2acmpoeHmepono3ume. AmepukaHckomo gpykecmBo no
2acmpoeHmeponozus gaBa Hacoku 3a guazHOCMU4YHOMO U
ymoutsBaHe (7):

1. MpenopvuBa ce npoBerkgaHemo Ha 2acmpockonus u ko-
AOHOckonusi npu acunmoMHU Mbyke U >keHu B MeHonay3a.

2. Mpu 6e3cumnmomHu >keHu B gemepogHa Bb3pacm ce
npenopvyBa npoBexkgaHemo Ha gBygupekmHa eHgockonus
npeg caMocmosimeAHOMO AeueHue ¢ >kene3eH npenapam.

AabopamopHa koHcmenauus

B yucmus BapuaHm Ha XkeadsogeduuumHa aHemus Aabopa-
mopHume nokasamenu BkalouBam: aHemus, mukpouumo3sa
(HamaneHue B MCV), xunoxpomus, Hucku cmolHocmu Ha
depumuH u momaneH >kens3ocBop3Baw, kanauumem (2, 6).
Mpu XpOHUYHA MaAacemus U aHemus CbWo ce HabalogaBa
Mukpouumo3a (5). Opy2 nokazamena — wupuHa Ha pasnpe-
geAeHue Ha epumpouumume no obem RDW, e omuemauBo
no-20AsM Npu aHemusi BcaegecmBue Ha >keneseH geduuum,
omkoAkomo npu maasacemusi UAU aHemusi Npu XpPOHUYHO
3abonsBaHe (5). QepumuHbm e ocmpodaseH nNpPomeuH.
Ocmpo Bb3naneHue mMmoke ga npukpue egHa >kenszogedu-
uumHa aHemusl.

PaszpaHuuaBaHe Ha abcoalomeH >keneseH gepuuum (spew-
ka B8 guema, kpvBosazyba) om dyHkuuoHaneH >keneseH
geduuum (npepasnpegeneHue Ha >kena3o B8 opzaHu3ma ¢
HapyweHa ymuAusauusi — XpOHUYHO Bb3naneHue, cbnbm-
cmBawu HeonaacmuuHU 3aboasiBaHusi, CUCMEMHU CbeguHU-
meAHO-mbkaHHU 3aboAsBaHus) u Aunca Ha >keneseH gedu-
uum ce 6a3upa Ha uamepeHume uHguBugyaAHu cmouHocmu
Ha ¢epumuH u HacuwaHemo ¢ Fe®* Ha mpaHcoepuH (total
iron-saturation of transferrin, TSAT — Hopma ~30%) (19). UH-
guBugyanHusm TSAT ce uduucasBa no caegHama ¢popmyaa:

TSAT= (SerFe x 100)/TXKCK

B 3aBucumocm om cmouHocmume Ha ¢epumuHa u TSAT
ce paszpaHuyaBam caegHume cbcmosHus: AXKI (depumuH
<30 ng/ml, TSAT < 20%), ®XXAO (pepumun 30-500 ng/ml,
TSAT < 50%), anunca Ha »keneseH gepuuum (depumuH >800
ng/ml, TSAT 250%).

AeueHue Ha xkenazogepuyumHa aHemus

Bcuuku nauueHmu c gokasaH AX[ ca nokasaHu 3a 3a-
MecmumenHa mepanus ¢ >keAn30-Cbgbpkawu npenapamu
3a uHMpaBeHO3HO UAU nepopaAHo npuAokeHue. OpanHume
npenapamu cbgbpkam gByBaseHmHO uAau mpuBaneHmHO
»kennzo. [1ByBaneHmHume >kene3Hu coAu umam no-Buco-
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ka BbuoHaauuHocm B cpaBHeHue ¢ mpuBaseHMHUmMe u ca
€ no-gobpa noHocumocm. 3a UHMPaBeHO3HO NpuAcXkeHUe
ca Ha pasnonokeHue pasauuHu komnaekcu Ha Fe®* ¢ aaloko-
Ham, kapbokcumanmo3sa, 2alokoHam-cykposHu komnaekcu.
B noBeuemo cayuvau AeueHuemo ce npoBexXga upes nepo-
panHu ¢opmu, koumo ce npuemam 3a no-GuU3UOAOSUYHU U
¢ no-pegku >kuBomozacmpawaBawu cmpaHu4yHU peakuuu.
ObuualHo € Heobxogumo npuAokeHue Ha go3u >keneseH
npenapam 150-200 2p. gHeBHo. BakHo e ga ce cna3Bam
usuckBaHusma npu npuem Ha >kene3eH npenapam — Ha
2nagHo, be3 MaeuHU npogykmu noHe gBa uaca cnaeg npuem
Ha megukameHma, BumamuH C nognomaza ycBosBaHemo.
TpabBa ga ce 0bvpHe BHUMaHUe 3a BbamokHO ouBemsiBaHe
Ha dpekauume B uepHo. CmpaHuuHuU nposiBu ce HabAalogaBam
npu 10-20% om nauueHmume — 60Aku 8 kopema, 3anek uau
guapus u gp. MNMpu nposBama um e ymecmHo kopuzaupaHe
Ha go3ama, npueMm Ha meuHu ¢opmu. KoM napeHmepanHo
npunaokeHue ce npubseBa npu HeBvamoXkHocm 3a npuema-
He npe3 ycmama, u3paseHa u3fBa Ha cmpaHuyHu nposBu,
cBvp3aHu ¢ MegukameHma, npu GpemeHHocm, kozamo e
Heobxogumo 6bp30 BbacmaHoBsABaHe Ha genama UAU 20A9-
Ma onepamuBHa uHmepBeHuus. MNMapeHmepanHu ¢opmu ce
acouuupam ¢ noBuweH puck 3a aHapurakmuuHu peakuuu,
wok u cMbpm, nopagu koemo e BaxkHo ga ce ocuaypu Bb3-
MoKHOCM 3a kapguonyAmMOHaAHa pecycuumauusi npu yno-
mpebama um. B kauHuuHama npakmuka Beue wupoko ce
u3noA3Bam u maka HapeyeHume AUNO30MaAHU GopMU Ha
»kens30. Mpu max buoHaauuHocmma Ha MuekpoeaeMeHma
e B nomu no-zonsima, omkoAkomo npu npuem Ha HezoBama
cBobogHa popma. MosBama Ha cmpaHuuHuU geticmBus kamo
6oAku B kopema u ocmambueH nocaeBkyc ca no-Hucku npu
AUNO30MaAHama popma.

OmzoBop kbm AeueHuemo ce ouakBa B pamkume Ha mpu
cegmuuu caeg 3anouBaHemo my. YcmaHoBsaBa ce nokauBaHe
Ha xemoznobuHa u MCV, moke ga ce HabalogaBa pemuky-
Aouumo3sa. MpogbrkumeaHocmma Ha AeveHuemo obxBawa
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npubAU3UMEAHO wecm Meceua. XKenameaHo e npogbaka-
BaHe Ha npuema Ha >kene3eH npenapam B npogbakeHue Ha
mpu Meceua cAeg cmabuAu3upaHe Ha XemamoAO2UYHUME
nokasamenu. Mpu Heycnex B AeueHuemo mps6Ba ga ce Bze-
Me npegBug HaAu4uemo Ha XpoHU4HoO 3aboasBaHe, manace-
Musl, XpoHUYHa UHdekuus, 3abonsBaHe Ha cbeguHUMeEAHama
mbkaH, HeonAasus, HaAauduemo Ha gpye geduuum, Bogew,
go aHemus — B12 geduuum, pornameH gedpuuum, npogorka-
Bawo kbpBeHe.

Opy2 mepaneBmuueH nogxog e 3amecmumeAHama mepa-
nus ¢ epumpouumeH koHueHmpam (EK). EgHa eguHuua EK
(800 ml) uma Hct 50-80%, 42.8-80 g Hb, coomBemcmBauw,
Ha 147-278 mg Fe uau 128-240 ml npeuucmenu RBCs (20).
ToBa onpegens EK kamo eguHcmBeHama mepaneBmuuHa
onuus, kosmo moke ga ocuzypu 6bp3o nokauBaHe Ha Hb
u Hct u kopekuus Ha aHemusma. TpaHcdy3usma Ha egHa
eguHuua EK (~300 ml) nokauBa Hb ¢ 10 g/L u Hct ¢ 3% npu
nauueHm cbc cpegeH pbcm u meano (20). CoweBpemeHHO
3amecmumeAHama mepanus ¢ EK ce acouuupa ¢ noBuweH
puck om HeXkeaaHu peakuuu: mpaHchy3uoHHU peakuuu
(XEMOAUMUYHU, HEXeMOAUMUYHU, ¢$ebpuAHu), mpaHcdy-
3usi-cBbp3aHo uupkyramopHo obpemeHsBaHe, mpaHcMucus
Ha BupycHu uHdekuuu (HBV, HCV, HIV), 6akmepuanHo 3a-
MbpcsBaHe, cBpbxHamoBapBaHe ¢ »kens30, anouMyHuU3aUUS,
noBuweH puck om mpombo3u, nopagu koemo uma onpege-
AEHU ogpaHuyeHus B uHgukauuume 3a ynompeba camo npu
chewHu cbcmosHue ¢ >kuBomosacmpawaBawa aHemus.
XKenaszogeduuumHama aHemus € 3Ha4uM MeguuuHcku npo-
6Aem npegBug HEUHOMO pasnpocmpaHeHue U YyCAOKHEHUS-
ma, go koumo moxke ga goBege. Bauza B cvobpadkeHue Ha
2onaM kpve meguuuHcku cneuuanHocmu, koemo onpegens
UHMEpPgUCUUNAUHapHUS nogxog npu cnpaBsHe ¢ moBa 3a-
bonsBaHe. Konabopauusma MexXgy pasaudHu MeguuuHcku
cneuuaaucmu e cowecmBeHa kakmo myk, maka u npu 2o-
ASM yacm om 3aboasaBaHusma.
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