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Nimepnpemauuama Ha nabopamopHu
pesyamamu — kaloyoB ¢akmop 3a npeBenuusa
Ha meXku xemo2nob6uHonamuu

Mupena PareenoBa’, 304 MemkoBa?

" Toemo omgeneHue no KauHuyHa Xemamonoeus, CneuuaAusupaxa
60AHUUA 38 akmuBHO AeyeHue Ha XemamonoguyHu 3aborsiBanus, Cogus
2 \a6opamopus no MeguuuHcka eeHemuka, HanpaBAeHue ,, Taracemuu
U NamonoeuyHu XeMoeAobUHU", CneuuaAusupaHa 6oAHuUa 3a akmuBHo
AeyeHUe Ha XemamoAoguyHu 3a6oasBanus, Cogus

Peslome

Xemoz2r0buHOnamuume ca yHukaAHu cpeg Bcuyku 2eHemuyHU
3aboaABaHusA, 3awomo B noBeyemo cAyyau npakmuyecku
3gpaBume HOCUMeAU MoO2am ga Ce UugeHmuduuupam upes
0bwogocmvnHu kpbBHU mecmoBe — kpbBHa kapmuHa, ocMomuyHa
pesucmeHmHocm, munoBe xemMo2A0buH ( nbpBa 2pyna mecmoBe) u
ga He Ce Hanaza MOAeKYAApeH aHaAu3. Mpu HaAUYUEMO HA aHOMaAHU
XeM02A00uHOBU Gpakuuu ce npuaazam ¢pyHKUUOHAAHU U3cAegBaHus,
ype3 koumo C 20AdMa CmeneH Ha gocmoBepHOCM Ce OnpegeAd
Bugbm Ha NAamOAO2UYHUA XEMO2A0BUH U He2080MO0 KAUHUYHO
3HayeHue, 6e3 ga ce usnoa3Bam ckonocmpyBawu MoAekyAapHU
mMemogu. NMomBopkgaBaHemo Ha HAAUYUEMO Ha 2EHHU Mymauuu ¢
MOoAeKYAAPHU mexHUKU € Heobxogumo camo B Manbk npoueHm om
cAyyaume — npu m.Hap. ,puckoBu gBodku” ¢ ueAn npodurakmuka
Ha maAacemus Maliop, 3a NpeHamaAHa UAU NPeuMNAaHMaUUOHHA
guazHocmuka — koz2amo u gBamama pogumeAu ca cycnekmHu uAu
C gokasaHo HocumeAcmBO Ha MaAacemus, UAU KAUHUYHO 3HA4uUMm
NamOAQ2UYEH XeMO2AOBUH.

Ypes cbnocmaBka u uHMepnpemauus Ha pesyamamu
0om nogxogAwu kpbBHU u3cAegBaHuA, aHaMHe3a Ha nauueHma
u B3emaHe npegBug Ha gonbAHUMEAHU dakmopu, npaBuAHama
guazHocmuka Ha XeM02A06UHONaMuUMe ¢ HeMOAeKYAApPHU Memogu
e om pewaBawo 3HaveHue 3a npegomBpamaBaHe Ha pakgaHemo
Ha geua ¢ mexkkama guazHosa.

MonekyaspHu  u3cAegBaHus 3a  onpegeAsHe Buga  Ha
mymauusama — JHK uau npomeuHoB aHaau3 (mecmoBe om Bmopa
2pyna), He ca npegmem Ha HacmosAwama nyoAukauus.

KaloyoBu gymu: manacemus, xeMo2A0buHonamus, kanuaspHa
enekmpodope3sa, Xemo2A06uH A2, XeM02A00UH F
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Abstract

Hemoglobinopathies are unique amongst all genetic diseases
because the identification of healthy carriers is possible by
commonly available blood tests — blood count, osmotic fragility,
hemoglobin profile (first line tests) and molecular analysis is not
required. If any abnormal hemoglobin fraction appears, functional
tests are applied to determine with a pretty good degree of reliability
the type of pathological hemoglobin and its clinical significance,
avoiding the usage of expensive molecular methods. Confirmation
of gene mutations presence with molecular techniques is only
necessary in small number of cases - in so-called “couples at risk”
for the purpose of prevention of thalassemia major, for prenatal or
pre-implantation diagnosis - when both parents are thalassemia
carriers (or suspected carriers), or carriers of clinically significant
hemoglobin variant.

By comparison and evaluation of the results of relevant
blood tests, the patient’s history, and considering additional factors,
the proper diagnosis of hemoglobinopathies with non-molecular
methods is crucial for the prevention of a childbirth with a severe
diagnosis.

Molecular studies to determine the type of mutation—DNA
or protein analysis (second-line tests)—are not the subject of this
publication.
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BvBegeHue

Hapywenusma 8 xemozrobuHoBama cunmesa, koumo
ce uspasaBam B koauuecmBeHu u kayecmBeHu npomeHu B
cmpykmypama Ha Xxemo2r0buHoBama MoaekyAa, ca Haid-4ecmo
cpewaHume HacaegecmBeHo npegaBaHu no aBmo3oMHO-peugcuBen
HayuH 3ab0AdBaHuA. ToBa € Xemepoz2eHHa 2pyna Om pasAUYHU
cocmosAHusa, koumo ce kamezopusupam B8 gB8e 2rnaBHu 2pynu:
ManacemMuu U Xemo2A06uHoBU BapuaHmu, HapuyaHu NAmOAO2UYHU
UAU aHOMaAHU XeMO02Mn00UHU. B yHacaegABaHemo ywacmBam
2EHUME U Ha gBamama pogumeau, kamo noAbm Ha gememo € 6e3
3HaYeHue.

Mpu manacemuume uma koAauvecmBeHu HapyweHus B
CUHME3a Ha XemM02A00uH. Joakam ce Ha 2eHemuyHu gepekmu —
Mymauuu, BcaegecmBue Ha koumo cuHmesbm Ha cbomBemHama
2A00UHOBa Bepu2a e HamaAeH UAU HanbAHO AuncBa. Pasgeaam ce
Ha -, B- uau O-, B 3aBucumocm om moBa koll Bug 2r06uHOBa
Bepuaa e 3aceaHama.

Hanuyuemo Ha aHOMaAHU  (NAamOAO2UYHU)  XeMO2A0BUHU
ce gbaku Ha kayecmBeHu HapyweHua — cmpykmypHU aHomaauu,
Bogewu go npomMaHa B 3apAga u ¢pyHKuuume Ha XemoaA0buHoBama
monekyAa. TMosHamu ca Hag 1000 Xemo2r0buHOBu BapuaHmu,
gomkawu Ce Ha eguHuvHa uAu gBodHa cybcmumyuuA Ha amu-
HokuceAuHu B8 a-, B-, y- uAau O-8Bepueama, geAeuus, BMbkBaHe,
Xubpugusauusa uau npekpbcmocBaHe. Mpumepu 32 moBa ca HbS,
HbD, HbO-Arabia, Hb Lepore u MH020 gpyau [1].

HocumeacmBomo Ha B-manacemus 8 Aeka (xemepo3u2omHa)
(Gopma He okasBa BausHue Bopxy 3gpaBemo, npogbAkumeAHOCMMa
u kayecmBomo Ha »kuBoma, gopu u ga e cbnbmcmBaHo ¢ Aeka
aHemus B Hakou cayyau. CowecmByBa obaye 25% BepoamHocm ga
Ce pogu geme ¢ maaacemus madop, ako u g8amama 6uoA02UYHU
pogumenu ca ¢ Aeka maaacemus [2]. B boAazapus ca peaucmpupatu
npubAusumeAHo 290 nauuedma ¢ mexka Gopma Ha manacemus,
a 20QuUWHO Yy Hac ce pakgam mexkgy 2 u 6 makuBa geua. Okonao
2,5% O0mM HaceAeHUEMO Ca HOCUMEAU Ha MaAacemuyeH 2eH, a B8
OnpegeAeHu palioHU NpOUEHMbM Ha HocumeAcmBo e gopu no-
20naMm [3].

EguHcmBeH HayuH 3a ocowecmBaBaHe Ha npeBeHuus e
uscaegBaHemo Ha 6UOAOZUYHUME POGUMEAU 38 HOCUMEACMBO Ha
XeMO02A00UHONamus U HaBpeMeHHa npeHamaaHa guagHocmuka.
Mpobaembm €, Ye 20AAMa Yacm Om MAX gOpu He nogosupam 3a
moBa, 3awomo ca npakmuyecku 3gpaBu xopa, a Hal-20AAMOMO
npegusBukameacmBo B nopBoHayarHama guazHocmuka Ha
XemoznobuHonamuume ca m.Hap. silent (muxu) ¢opmu, npu
koumo mymauuama cbwecmByBa, HO AuncBam AabopamopHu
MaHudecmauuu. Heobxogumu ca no3HaHuA u 602am AabopamopeH
onum, 32 ga Ce npeueHu Hykgama om npoBexkgaHemo Ha
gonbAHUMEAHU mecmoBe 3a gepuHumuBHO gokasBaHe.

Bcuuku nponycku 6 guaeHocmukama mozam ga goBegam
g0 HexeaaHu nocregcmBua. Emo  3awo 3a o2paHuvaBaue
pasnNpoCmpaHeHUemO Ha  Xemo2A0buHonamuume, — ycuAusma

mpA6Ba ga ce Hacouam kbM npaBuAHa U cu2ypHa AabopamopHa
guazHocmuka.

Mamepuan u memogu

OcBeH npu npoABeHU cuMnmMOMU kamo aHeMuyeH CUHGPOM,
Xenamome2aAus, CnAeHomezaaus, cybukmep, ukmep, kopemHu
0oAku, xemoAumuuHu kpu3su, npoBokupaHu om debpuAumem,
uuaHo3a, 3a uscregBaHe mpa6Ba ga ce HacouBam u 3gpaBu
xopa B8 cAyyau Ha omkpuma mukpouumosa u Xunoxpomus npu
npodurakmuyHu uscaegBaHus, YaeHoBe Ha cemelcmBo, kpovBHU
pogHUHU BbB ¢epmuAHa Bob3pacm U NAPMHLOPU HA Xopa C
ycmaHoBeHa manaceMus UAU NAMOAO2UYEH XEMO2AOOUH.

OnmumaneH Bapuaim ¢ npeBaHmuBHa 3a NOkOAEHUEMO UeA
e uscregBaHe npegu 3abpemeHsABaHe Ha nAaHUpawu bpemeHHOCM
gBolku, BkaloyumeaHo in vitro, napmHoopa Ha Beue gokasaH
HocumeA, kakmo U 3agbAKUmeAHO QOHOpUME Ha OuOAO2UYEH
Mamepuaa 3a in vitro npouggypu.

113cAegBanemo caeg 3abpemeHABaHe mpAbBa ga ce usBopwiu
go 6 2. C. OM HAaYaAOMO Ha OPEMEHHOCMMA, a NPU NOAOXKUMEAEH
pesyamam — u3cAegBaHe Ha 6uoao2uyHuA bawa go 10 2. c., 3a ga
MoXe eBeHmyaaHama npeHamaaHa guazHocmuka ga ce npoBege
go 17 2. c. [4].

MonekyaspHume u3cAegBaHus 3a MOYHO ONpegeAsHe Ha
Buga Ha mymauusma ca HaaoKUMEAHU 3a npegocmaBaHe Ha
Bb3moXkHOCM 32 UHDOPMUPAH U360P OM CMpaHa Ha pogumeAume
U 3a koHmpoaupaHe Ha pucka om pakgaHe Ha geme ¢ mexkka
xemo2aobuHonamus [4-5]. Mpumepu 3a makuBa cumyauuu ca:

* gguHuAm om gBolikama pogumeAu € ¢ gokasaHa KAUHUYHO
3HaYyuMma XeM02A06UHONAMUA, gpy2uAMm € CoMHUMEAEH;

e gBamama pogumeAu ca CoMHUMEAHU, 0CODEHO 32 HOCUMEA-
cmBo Ha aApa-manacemus;

* Heobxogumocm om npeHamanHa guazHocmuka, ako gBama-
ma pogumeAu ca ¢ gokasaHo HocumeAacmBo uAu Matdkama
e ¢ gokasaHo HocumeAcmBo, buoAo2UYHUAM bawia e Heus-
Becmen uau omkasBa uscaegBaHe.

[luagHoCMUUUpPaHemo Ha XemO02A0bUHOnamuume C Hemo-
AekyaspHu Memogu e komnaekcen npougec, usuckBaw, nosHadus,
onum u omeoBopHOCM OM CMpaHa Ha AAbOpPamOPHUA NEPCOHaA
u AekyBawua aekap, u ce cbcmou B8 conocmaBka u npaBuAHa
UHMepnpemauua Ha pesyamamume om kpbBHU uscAegBaHus,
aHaMHe3a U gonbAHUMEAHU ¢akmopu, koumo umam OmHOLWeHUe
kom guazHocmukama [4, 6-8].

Heobxogumume kpoBHu u3caegBaHus, koumo 3agoAkumeaHo
mpAb6Ba ga ce B3emam nog BHUMaHue, ca:

* XeMO02A06UHOB NpOQuUA — pa3gerdHe Ha XeMO2A0bUHA Ha
dpakuuu (HbA, HbA2, HbF u namoAo2uyHu XemMo2A06UHU) U
onpegeAaHe Ha koausecmBomo um B npougHmu;

° NPU HAAUYUE HA NAMOAOZUYEH XEMO2AOOUH — ONPegeAsHe Ha
cBolicmBama my (nogBukHocm, cmabuaHocm, pasmBopu-
mocm, ckaoHHocm kbM 06bpa3yBaHe Ha Bbmpeepumpouum-
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HU BkalouBaHus u gp.);

* NbAHA kpvbBHA kapmuHa u MOpdOAO2UA HA epUMPOUUMUME;
* )KeAe3eH cmamyc.

Mpu onpegeaeHu obcmoameacmBa buxa GUAU NOAE3HU U
cmodHocmu Ha buAupybuH, BumamuH B12 u doaueBa kuceauHa.

CowecmByBam BakHu dakmopu, koumo Baussm Bopxy
CbOMHOWEHUEMO Ha XemoznobuHoBume munoBe [9-10]. bes
UHGopMauua 3a max, Bceku komeHmap omHOCHO xemo2A06uHOBUA
NPOGUA BU BUA HENBAEH UAU HEMOUYEH.

Bv3pacmma Ha nauueHma e om kalouoBo 3HaueHue,
3aWomo CuHmMesbm Ha (emanHua xemo2robuH (HbF) HamaanBa
cAeg pakgaHe u gocmuea HuBomo Ha Bv3pacmeH 4voBek mexXgy
6-MeceyHa U 2-2oguwHa Bv3pacm. Emo 3auwio xemoarobuHoBuAm
NpoduA npu geua nog 1 20guHa HAMA guagHOCMUYHA CMOTUHOCM.

lpu us3paseH aHemuyeH CUHGPOM U XeMOAUMUYHU Kpusu
pearHomo koauyecmBomo Ha HbA2 u MUHOpPHUME XeMO2A00UHOBU
(Gpakuuu MoXke ga e HamaAeHo.

Haauduemo Ha npugpykaBawu 3aboraBaHus cowo BAuse
Bopxy koauuecmBomo Ha xemo2A06uHOBUMe dpakuuu — yBeAuueH
(demaneH xeM02A00UH MOXe ga ce HabAlogaBa npu Heonpouecu u
HeHacAegcmBeHU XxeMamoAo2uyHU 3aboAaBaHus, yBeauueH HbA2
npu mupeomokcuko3sa, B12 u ¢orameH geduuum, HamareH HbA2
npu keAesed geduuum u gpyau.

Obpamumo noBuwaBaHe Ha GemaneH XeM02A0BUH Yecmo ce
Cpewa u npu bpemeHHU XeHu.

Mpuembm Ha Hakou MegukameHmu, Hanpumep npo-
muBoBupycHU npenapamu, npuAazaqu npu XWB u cyapoHamugu,
moke ga goBege go yBeauueHue Ha HbA2 u memxemMo2A06uH
CbomBemHo.

BakeH ¢akmop e u u3BvpweHa xemompaHchysus,
kamo Xxemo02n06uHOBUAM npoduA € peareH okoro 3 Meceua
cAeg usBopwBademo @, 8 saBucumocm om koausecmBomo u
kpamHocmma Ha npeaamama kpoB.

Peguua ocobeHu 06cmoameacmBa colo mpAbBa ga ce umam
npegBug 3a npeBeHuua u npeueHka Ha 2eHemuyHusa puck. Caeg
eBeHmyaaHa kocmHOMO3b4Ha MpaHCNAAHMauuA XeMo2A06UHOBUAM
NpoQuUA We ompasABa goHopa U He bu uman uHGopmamuBHO
3HayeHue. G uskaloyumeaHo BHumaHue mpsacBa ga ce nogxoXkga
npu in vitro npouegypu ¢ goHopcku mMamepuan, kakmo u 8 cAyyau Ha
0CUHOBABaHe Npu MopCeHe Ha GamuAHa 0BpeMEHeHoCM.

Hpopmauus 3a emHuyeckus npousxog Ha uscaegBaHomo
Auug, 0c06eHO BbB Bpeme Ha 3acuAeHa Mu2pauus, ColW0 & MHO20
noAesHa npu ugeHmugukauua Ha xemozaobuHonamuume [4, 7-8].

PeayAmamom om  xemo2:n06uHOBuA  npodua € om
OCHOBHO 3HayeHue 3a guacHocmukama. BakHo ycaoBue 3a
uscaegBaHemo My e U3noA3BaHemo Ha AabopamopHu mMexHuku
cnopeg usuckBaHuama Ha Bogewu uHcmumyuuu 8 oéracmma Ha
kAUHUYHamMa u AabopamopHa Xxemamoaoaus, kamo MexgyHapogHus
koHcyamamuBeH cbBem 3a cmaHgapmu3auus 8 xemamoaoz2uama
(ICSH), EBponetckama mpeXa 3a pegku u BpogeHu aHemuu

(ENERCA), MexgyHapogHama (¢egepauus no  maaacemus
(TIF), HauuoHanHa cxema 3a BbHWeEH kavyecmBeH kOHMPOA Ha
Beaukodpumarua (UK NEQAS-General Hematology — Abnormal
Haemoglobins) [6, 8, 11-14].
3a koauuecmBeHo oOnpegendHe Ha  XemoznobuHoBume

(Gpakuuu, uspas3eHo B NpOUEHMU OM MOMAAHUA XEMO2AOOUH,
U onpegeAdHe Ha cBolcmBa Ha aHOMaAHU XeMO2A0DUHU Cce
npenopbyBam:

* kanuaapHa enekmpodopesa (CE);

 enekmpogopesa ¢ eayuus;

 xpomamozpagus (HPLC);

* OCMOMUYHA PE3UCMEHMHOCM Ha epumpouumume B eg-
Ha enpyBemka ( STOFT);
ankaAHogeHamypauuoHHU mecmoBe 3a (emaneH Xxemo-
2M06UH (Mog. Singer u Betke);
mecmoBe 3a HECMAaBbUAHU XeMO2A0BUHU — U30NPONUACB
U memMnepamypHu;
mecmoBe 3a cbpnoBugHokaembyHa aHemua — pasmBo-
pumocm (SST) u dbaruupopmauus;
UUMOAO2UYHU mecmoBe 3a uHmpaepumMpouumHu BkAloy-
BaHua (H- u Heinz-meaua) u ¢emanaHu epumpouumu.

3a koauuecmBeHO onpegeAaHe Ha XeM02A06UHOBU dpakuuu

He ca npuemAuBu mexHuku ¢ ouBemsABaHe U nocAegBalio
geHsumomempupaxe [13].

Pesyamamu u o6cvkgane

Mpeg Bcuuku cneuuaaucmu, koumo umam OmHoweHue Kom
guagHocmukama u Ae4eHUemo Ha HacAegcmBeHUme aHemuu, cmou
Bonpocom 3a npodurakmukama Ha mexkkume xemo2A06uHONamuu.
Tesu cayyau moz2am ga ce cBegam go MuHuMyMm, ako BHUMaHUemo
ce Hacouu Kkom u3bA2BaHe Ha Had-yecmo gonyckaHume
2pewku. OcBeH Aabopamopuume, 0m20BopHOCM 32 MAX HOCAM
obwonpakmukyBawume Aekapu, akywep-2uHekoao3u, XeMamoAo3u,
neguampu, kamo poadma Ha camume nauueHmu u 3gpaBHume
UHCMUMYyyuu CoWo He buBa ga 6bge nogueHaABaHa. MpuyuHume
3a nponyckume Mo2am ga 6bgam 06006LWEHU N0 CABGHUA HAYUH:

* HegocmambyHa UHGopmauus;

* NOgueHABaHe Ha npobAeMa;

* AUNCA Ha onum B8 UuHMepnNpeMauuAma Ha pesyamamume;

° AUNCA Ha CMaHgapm 3a guacHocmuka Ha Xemo2A0buHona-
muu B8 boAzapus.

MHo20 Yecmo 6uoA02UMHUME pogumeAu (BKAOUUMEAHO U
npu in vitro npouggypu) u3obwo He ce uscregBam 3a xemo2A00UHOB
npoduA nopagu HeaawkupaHe Ha npobAaema, a egBa caeg pakgaHe
Ha geme C manacemus madop ce ycmaHoBaBa, ye u gBamama ca
HOCUMEAU Ha MaAACEMUYEH 2€H.

B gpyau cayyau AuncBa ¢okyc Bopxy epumpouumHume
UHgekcu npu HopMaAHa cmodHOCm Ha XemoaAaobuHa, koemo Bogu
g0 nponyckaHe Ha HemunuyHU U ,muxu‘ GopMU Ha MaAacemus U
HOCUMEACMBO Ha aHOMaAEH XEMO2AOOUH.
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Mpakmuka e u npegnucBaHe Ha »keAe3HU npenapamu 6e3
gaHHU 32 keAe3eH cmamyc U Xemo2A00uH0B npodua, npu koemo
ce cmuea go usAuwHo HamoBapBaHe ¢ XkeAaso u nponyckaHe Ha
eBeHmyanHa xemoaA0buHonamus.

He ca pegku u cAyyau Ha npeHebpezBaHe Ha npenopbka
32 26HEaAO2UYeH aHaaus npu  (GamuAHa 06peMeHeHocm —
eguHUAM pogumenA e goka3aH Hocumea, gpyauAm He ce u3caegBa
cBoeBpeMeHHO U pesyAmambm e geme ¢ maaacemus Madop, BuHa
32 koemo umam u nauueHmu, u Aekapu.

CayuBa ce u uscaegBaHemo 3a Xemo2A0bUHONamuA ga ce
Ha3HayaBa Ha eHu B HanpegHana bpemeHHocm, kozamo, gopu ga
uma uHgukauusa, npeHamaaHama guazHocmuka e HeBb3moXkHa.

Mpumepu om AabopamopHama npakmuka, ualocmpupawu
Hal-yecmume 2pewku u nponycku:

1. Mpuna2ade Ha HenogxogAwla AabopamopHa mexHuka 3a
koauyecmBeHo onpegensHe Ha xemozn06uHoBume (pakuuu

lMpu memogu ¢ ouBemaBane u geHsumomempus e Bb3M0oXHO
HemouYHO onpegeadHe Ha HbA2 BcaegecmBue Ha BusyaausupaHe Ha
Hexemo2A06uHoBU Gpakuuu, Hegobpo ouBemaABaHe uAu HenpaBuAHa
anaukauua Ha npo6ama. Bcuuko moBa Bogu go npomaHa B
U3YUCAEHUEMO Ha NPOUEHMHOMO CbgbpXkaHue Ha OmMgeAHume
BugoBe xemoanobuH [13, 15].

lMpurazaHemo Ha MemMOogu C HegocmambyHa pasgeAumenHa
€nocobHocM npaBu pesyamamume MPygHU 3a UHMepnpemauus.
Mpu kanuaspHa enekmpodopesa BusyaaHama kapmuHa e
usqyucmeHa U koauyecmBama Ha @pakuuume ce onpegeasm

moyHo. MuHopHume nukoBe u wymoBeme npu 6azoBama AuHUA
Ha 2padukama npu xpomamozpadua Moz2am ga komnpomemupam
CbOMHOWeHUAMa mMexXgy xemo2A06uHoBume munoBe [16-19].

2. MogueHABaHe Ha npobrema, Aunca Ha uHpopmauus
u onum, npeHebpe2BaHe Ha npenopuku (cAydau om Hawama
npakmuka)

Ako He ce uscaegBa xemo2A00uUHOB npodua npu kpvBHa
kapmuHa 6e3 U3MEHeHUA, amunuYHU HOCUMEAU HA MaAacemus U
HaAUYUEMO Ha aHOMaAHU XeMO2AOBUHU MO2am ga ce nponycHam
[4, 9-10, 20].

Om mabauua 1 ce Buxkga, Ye npu cemeidcmBa A B u C
egUHUAM POgUMEA & HOCUMEA Ha Xemepo3u2omHa B-maaacemus,
¢ munuyHu kpoBHU nokasameau, HOpMareH XXeAe3eH cmamyc
u noBuweHo koausecmBo HbDA2, a gpyeusm uma HanbAHO
HOPMaAHU XeMamoAO2U4HU nokasameAu (gageHu ¢ kypcuB) u
camo ymexkHeHama kauHuuHa kapmuHa npu gememo e npuyuHa
ga ce nogosupa xemozrobuHonamus. ToBa bewe ycmaHoBeHo
cheg usBopwBaHe Ha eaekmpodopesama. B cemelcmBo C
malkama e gokasaH HocumeA Ha [(-manacemus. bawama e
¢ HopmanHa KK. [3caegBaH e 3a xem02A06UHOB npodua caeg
pakgaHemo Ha gememo U ce oka3Ba 6e3cuMNMOMEH HOCUMEA
Ha aHOMaAeH XxeM02A0buH, Hai-8epoAamHo Hb O’Arabia. [lememo
e gBoeH Xemepo3u20m, YHaCAegUAO egHOBPEMEHHO B-manacemust
u Hb O’Arabia. KAauHuyHama kapmuHa npu nogobHu g¢B8o0HuU
xemepo3uz2omu 3aBucu om Buga B-maaacemus (B+ uau [30).

Yecmo npu HOpPMaAeH XeM02A00UHOB npoduAa He ce

Tabauua 1. Xemamono2uyHu peayamamu u Xemo2n06uHoB8 npodua npu nem cemelicmBa ¢ geua ¢ mexkka xemozn0buHonamus

HGB Mcv MCH [pg] | Fe [pmol/L] Enekmpodopesa [%]
[o/L] [i/1] HbA2 HbF AxomaneH Hb
A. bawa 135 68,2 21,4 19,8 53 2.1
Maiika 118 85,7 28,1 13,4 4,3 0
Jeme (Taa. Maiiop) 67 71,8 25,0 24,5 2,7 72,1
B. bawa 160 831 27,0 19,1 44 0
Mauka 116 61,6 19,1 5,3 1,7
Leme(Tan.lumepmegus) 103 62,7 19,8 20,0 6,9 18,9
C. bawa 180 85,0 30,1 171 42,0 0 42,0
(A2+X) (A2+0’Arabia)
Matka 126 57,7 18,0 12,2 57 0
Jeme Tan.llumepmegusa 101 60,0 20,0 16,1 67,7 47 67,7
(A2+X) (A2+0’Arabia)
D. bawa 144 70,8 22,0 16,8 3.1 0
Matika 126 714 222 16,1 46
Jeme Taa. Maiop 67 53 17 18,3 74 21,2
E.  Bawa (0-/ad uau 0-/a-) 147 74,0 24,7 19,1 2.7 0
Maika (aay/- -) 119 65,7 19,7 79 2.4 0
Jeme (O-/- -) 91 50,5 15,7 1,2 0,7 2,0 (Hb H)
HbH 6onecm 1,0 (Hb Bart’s)
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Tabauua 2. Nsmenenue Ha HBA2 caeg komneHcupate Ha XenesHus
geduuum: HbA2=2.2% npu u3pa3eH »keneseH geduuum.
HbA2=2.8% npu cowuA nauueHm caeg 3 meceyeH npuem Ha
Xeasso.

Mauuenm ¢ XOA Mpegu neveHue Caeg neueHue
HGB [g/L] 107,0 137,0
MCV [f/L] 76,3 88,9
MCH [pg] 23,0 29,1

Fe [umol/L] 39 13,2
HbA2 [%] 2,2 2.8

0bpvwa BHUMaHUe Ha uameHeHua B8 kpoBHama kapmuHa. Taka ce
nponyckam ,muxume® gopmMu Ha maaacemus. Mpumep 3a makaBa
cumyauus e cemeticmBo D. bawama e ¢ HopmaaeH XeM02A06UHOB
NPOGUA, HO UMa NOHWKEHU epuMPOUUMHU UHgekcu 6e3 Haauyuemo
Ha )keAre3eH geduuum, koemo e xapakmepHo 3a Hakou ,muxu‘
dopmu Ha B-manacemusn. Malkama e ¢ munuyHa xemepo3uzomHa
B-manacemus. ToBa e puckoBa gBoika, koasmo 6u mpa6Bao ga ce
Hacoyu 3a AHK aHaAau3 u npeHamaaHa guagHocmuka.

MogobeH npobaem cowecmByBa u B cemedcmBo E.
Pogumeaume ca C HopmaneH XeM02A06uHOB npodua, HO ¢
NOHWKEHU EpuMPOUUMHU  UHgekcu npu Aunca Ha >keAeseH
geduuum. bu moz2r0 ga ce gonycHe ,mux0‘ HocumeAacmBo Ha
B-manacemun u npu gBamama, HO XeM02A06UHOBUAM NPOGUA Ha
gememo (NamOAO2UYHU XeMO02A00UHOBU (pakuuu B 30HUME Ha
HbH u Hb Bart’s) nomBop)kgaBa Haauyuemo Ha pasauyHu popmu
Ha O-maaacemus npu pogumeaume. PuckoBa gBotika.

3. NpeHebpezBaHe Ha conbmcmBawu 3a6oaaBaHuA
Mpu >kereseH geuuum U aHEMUYEH CUHGPOM PearHomo
koausecmBo Ha HbA2 moxke ga ce Hamaau ¢ okoao 0,5%, koemo

MoXe ga Mackupa HocumeacmBo Ha 6ema-manacemus, 0C06eHO
Npu 20pHO2paHuYHU cmodxocmu Ha HbA2 [20-21] (Tabauua 2).

Mpu 6pemeHHu ¢ keAe3eH geduuum ce npenopbyBa HezabaBHo
uscAegBaHe Ha napmHbopa, 6e3 ga ce u3uakBa KkoHmMpoAHO
uscaegBaHe cAeg HOpMaAu3upaHe Ha >keAesHus cmamyc, mbl
kamo npu noHWXeHU epumpouumHu uHgekcu HocumeacmBomo Ha
manacemMus He MoXe ga Obge U3KAYEHO gopu U NPU HOPMaAHa
cmodHocm Ha HbA2 [4, 21-22].

4. HenpaBuAHa uimepnpemauus Ha Xemo2A06uH0B npodua

B Hawama npakmuka cme cpewaau cAyyau, npu koumo
Ce HabalogaBa gonbAHUMeAHa MuHopHa dpakuus okoro HDA2.
06ukHoBeHo moBa ca BapuaHmu Ha O-maracemMus (HamaAeH
CuHme3 Ha geama-Bepuaume), koumo ca Ge3CUMNMOMHU U He
npegcmaBaaBam npak 2eHemuueH puck, HO mpAbBa ga ce uma
npegBug, Ye pearnHomo koauuecmBo Ha HbA2 e cyma om gBeme
dpakuuu (Quaypa 1) [23-25].

Mpu egHoBpemMeHHOMO yHacAegABaHe Ha B- u O-manacemus
(gBodHO ~ xemepo3u2omHO  HocumeacmBo), cymama  Om
koanusecmBomo Ha gBeme ¢pakuuu HagxBobpAd HOpMaAHama
cmodHocm 3a HbA2, koemo e uHgukauua 3a HocumeAcmBo
Ha maaacemMuyeH 2eH. ToBa ce nomBbpkgaBa u om kpvbBHUME
nokasameau. HeaauwkupaHemo Ha Bmopus MuHOpeH nuk Moxe
ga goBege go nponyck B8 guagHOCMUUUPAHEMO HAa Maaacemus
(Quzypa 2).

3Bogu

C ocobeHo BHUMaHUE ga Ce UHMepnpemupam 2paHuYHUMe
cmodHocmu Ha Hb A2 u yBeauveHuam Hb F!

HopmaneH xemo2r06uHOB npodua 6e3 cbnocmaBka ¢
kpbBHa kapmuHa u aHamHe3a HE uskalouBa Haauvuemo Ha
XemMo2A06uHonamus!

HopmaaHa cmoliHocm Ha xemo2A06uHa U kpoBHa kapmuHa

(uzypa 1. Xemeposuzomna &-manacemus: HGB 133,0; MCV 86,0; MCH 29,2; Fe 16,5; HBA2+HbA2' =2,5%
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normal HBA2

(Quzypa 2. Kombunauus ¢ Ha 8- ¢ B-manacemus: HGB 102,0; MCV 67,1; MCH 19,9; Fe 9,9; HBA2+HbA2 =4,5%

6e3 usmeHeHus HE uskalouBam Haauyuemo Ha xemoanobuHonamus!
HE Bcuuku usmeHeHua B xemo2rn00uHOBuA npoduna ce
gbakam Ha HacaegemBeH pakmop!

3aknlovyeHue
3a HamanABaHe Ha pucka om nogobHu 2pewku u nponycku,
guazHoCMUuyYHUME Aabopamopuu ca gabXKHU:

* (a npuAazam nogxogAawu pabomHu Npouegypu u cnas-

Bam cmaxngapmHume onepamuBHU npomokoau;

e ga yyacmBam BbB BbHWEH AabopamopeH KOHMPOA 3a
guagHocmuka Ha maracemuu U aHOMaAHU XeMO2A0OUHU
— 2apaHuuA 3a gobpa AabopamopHa npakmuka;
ga usuckBam gonbAHUMEAHA UHdOPMAUUA, UMawa om-
HOWeEHUE KoM guazHOCMUUUpaHemo Ha XemO02A0BUHO-
namus 3a Bceku uscAegBaH nauueHm (aHamMHesa, gpyau
AabopamopHu uscaegBaHusa u np.);
ga uHmepnpemupam uuppoBume gaHHu om u3cAegBaHe-
mo B cBemauHama Ha npegocmaBeHama gonbAHUMEAHA
uHdopmauus, kamo npegocmaBsm mekcmoBo 3akalove-
Hue u/uAu komeHmap;
ga npaBam npeugHka 3a 2eHemuyHuA puck u gaBam npe-
nopoku Ha aekyBawus Aekap u nauueHma.

brazogapHocmu
C npusHameAHOCM 3a NOMOWMA Ha He3aMeHuMama Hawa
compygHuyka EaeHa AceHoBa ApcoBa-Cmamboaudcka.
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