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MEJIUIINMHCKUA YHUBEPCUTET - IIVIEBEH
OAKYITET ,MEAULIUHA"

HEHTHP 3A JTUCTAHIIMOHHO OBYYEHUE

AHEMMNWHU B IETCKA
Bb3PACT

XEMOPAI'UYHU IUATE3AU

Mpod. 1-P BAHSI HEJKOBA, IM



ITPYIIA
XenopereHepaToOpHu

Henocrarpuna
[Iponykuus Ha Er

AnacTuyHa aHeMUs
-BpojeHa Fanconi
- npugodwura Erlich
- anemus Gasser
- anemus Blackfan —
Diamond

Bropuunn
JleBkemuu
Jlpyru Heomnasmu

ITTPYIIA
HeIOMMBbYHH

Hedunur Ha rpa-
JINBHU MaTepuaiu

3a Hb u Er

Hedbunur Ha Fe,
OCITHK, BUTAMHH
(14 29
B,,”, bonuesa

KHNCCJIMHA, BUTaMHWH
(19 29
B6

Hedumut Ha Cu,
XpaHUTEITHU
MH(DEKINH,
yBEIIMYCH Pa3Xxo]] Ha
Fe

I TPYITIA
XeMOJIMTHYHH

CbKpaTeH KUBOT
Ha Er B nepudep-
Ha KPbB

Hedurut Ha Er
XeMOoriIo00nHO-
aTuu
E€M3UMOITaTUH
MeMOpaHEH J1e(PEeKT

BbHIiHN
Bb3JICICTBUSA BbPXY
Er, umyHHHU,
TOKCUYHU

IVIPYIIA
MOCTXEMOPArn4HHU

Cnen octpa u
XpOHUYHA
KpbBO3aryoa

Octpa kpbBO3aryda
-BbTPEIIHA
-BbHIIIHA

XpoHHYHA KpbBO3aryoa
OT XpaHOCMUJI.C-Ma,
TCHUTAJINH,
OTIEIUTENHA C-Ma,
OOMIICH E€IHUCTAKCHC
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Nucleated RBCs

Small lymphocyte

Polymorphonuclear
leukocyte
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KEJAZOJAEPUIIMTHA AHEMUSA

BcrnenctBue Ha HaMmalleHHWE HA HAJIUYHOTO JKEJIA30.
HacTpnBar HapylieHus B CHHTE3aTa Ha XeMOIJIOOMHA,
MHUOTIIOOWHA ¥ €EH3UMUTE.

YecToTa Ha mosBa — Hai-uecTtara XUIIOXpPOMHA aHEMUS
IIpU HOBOPOACHOTO U Bh3pacT 6 Mecerna U 3 ToIMHM.

ETnosorus:

MOBUIIICHU HYXXIU — aHEMHS Ha HOBOPOJCHOTO Clie[
3ary0a Ha KpbB;

HaMaJICHH JKJIIC3HU PE3ePBU — HEIOHOCEHOCT, OJIM3HAIY,
HEJIOXPAHEHOCT Ha MaiKkaTa, IyoepTeT U MoIpacTBalllH;
yBEJIIMYECHA 3ary0a Ha XKeasiA30 — OCTPU U XPOHUYHU
3aryOu Ha KpbB, YSCTH B3UMaHMS Ha KPBB,

HaMmajieHa aOcopOIus Ha XKeaia30- XPaHOCMMIIATEIIHM,
YpeBHU 32001s1BaHUs /MagadcopO1us/;

CMYIIICHHUS B TPAHCIIOpPTa — aTpaHCcPeprHEMHUs, HETOCTUT
Ha OENTHK.



MeTa0d0/IM3bM Ha KeJIA30TO B OPraHu3Ma:

IIpU KeJIC3eH AS(UILUT Hal-HaIIpe C€ u34eprBar
3anmacute Ha Fe — [-Bu cramguii. B T0o3mM cTamui €
HaJIMIC HaMaJICHHUE caMO Ha (PepUTHHA,;

B cueasamuga ll-py  cragun ce HamalsABa
CEpYMHOTO *kena30, yBennyara ce JKCK, koeto
BOJAM 10 IIOHW)KECHME Ha Koe(pHIMEeHTa Ha
HACHILIAHE Ha TpaHCcdepuHa nog 15;

B IlI-Tu ctamuii € Halulle KIMHUYHO WU3IBEHA
aHeMU4.



KiavHuka:
e JIOIII aIlleTHT;
* CMYILICHHUE B pacTexka;
 OJIEOCT;
* YMOPSEMOCT;
* M3BPATEH BKYC;
 reodarus /AETETO A€ IPHCT/;
 KO)KHH U JINTABUYHU IIPOMECHHU;
* YYIUIMBHU KOCTH U HOKTH;
 arpodus Ha €3HKa;
* aHAIUJIUTET;
* YBpPEXKIAHE Ha KJIETHhYHHUS U XyMOPAJIHA UMYHHUTET;
* XEMNaTOCIJICHOMET aIusl;
« CH c mrymoBa HaxojKa;
* OTTOIIX.



JlabopaTopHM u3cJIeIBAHUA:

XUIOXPOMHA MUKPOILIMTHA aHEMUS

AHU301IUTO3a

MONKHUJIOIIMTO3a

OJUXPOMA3US

KOCTE€H MO3bK — YCHJICHA EpUTPOIIOpE3a

CEPYMHO KEJIs130 — HaMaJIeHO mod 6 MMOJI/JI

KCK T u tpanchepuna ca yBenanuenu />72 MMoin/i/



JledyeHue:
JIneTUYHO — BKJIIOUBA €CTECTBEHO XpaHeHE Ha aecuara. Ilpu
M3KYCTBEHO XpaHEHE C€ W3MO0JI3BaT aJanTUpPaHM MIJICKa,
oborareHn Ha kejas30. CBOEBPEMEHHO 3aXpaHBaHE ChC
3€JICHUYYKOBH ITIOpeTa mpe3 4 Mecell, BHACSIHE Ha JKBJITHK IIpe3
5 Mecell, a Mpe3 6-TH — MECHO-3€JICHYYKOBO ITIOPE.
MeaukaMEeHTO3HO — JIGYEHHE C JKels30 Per oS — 5 mg
Fe2+/kr.T.M. JTHEBHO B 3 JI03U 3a TPU Mecella.
KpbBHaA KapTHHaA ce IpoBepsiBa ciied jaeceT aHu; 1; 3; 5 —
Mecera.
CTpaHMYHM JEUCTBUS — YEPHHU MBIPAKHEHUS, IUAPHUS,
OBPBIIAHE.

Ipodpujaakruka:
npoWIAKTUYHU JO3U IPU HEIOHOCEHW OT 3 Mecena jao 12
Mecera — 2 MLL.KI. JHEBHO,
a MpH 3perd HOBOPOJCHHU ¢ aHeMMsi 1 Mr.KT. JHEeBHO oT 3 — 12
MeECeIIa.




HOPMAJIHU ITAPAMETPU HA UHEPBEHATA KPbHB B

JNETCKA BBb3PACT
BB3PACT | Hbg/l | Erx 10%/I Ht % OobeMm Ha Er
mm3
PAJKITAHE | 190 -237| 5.1-6.5 6175 120 — 135
2 ceqmunm | 166 —198 | 4.9-5.9 53 - 65 104 — 120
l rommuaa | 127 -141| 4.7-5.3 37 -41 78 —85
14 romyman | 130-135| 4.6-5.2 40 — 45 86 — 95




BB3PACT Lev x 10%1 Heyrpod.% Jlumpo Mono
HOBOPOJEHO 18 —20 70 28 vt
2-CeIMUIa 10 26 58 12
1 roguna S 32 D 10
4 roquHEN 10.2 45 45 T/

14 roquuu 8.3 56 £ {

Eysuxo(uin
2
3.5
2.5
8

3.5



Cepymno Fe 3a xppmaue: 7 — 18 mmol/I
3a rosrsimo gere: 9 — 21 mmol/l
Ipu kene3eH aedunur < 6 mmol/|

KCK 3a kppMaue 18 — 72 mmol/I
3a rojieMu aena 45 — 72 mmol/l
3a mOBHUILIEHO > 72 mmol/I

KoedulmeHT Ha HacuIlllaHe HA TpaHC(pEepUHA =

Fe mmol/l x 100 > 15
JKCK mmol/I

3a xppMaue 50 7o 200 mg/I
3a ronemu mema 7 — 140 mg/I



THALASSAEMIA MAYOR
IANAEMIA COOLEY/

OTHacs ce 3a TEHETUYHO O0YCIIOBEHO CMYIICHHE Ha
XEMOTIJTIOOMHOBHUS CHHTE3, XapaKTEPU3UPAII0 CE C
HeJOCTaThbYHa MPOAYKIMA Ha [-Bepurute Ha HD.A,
c yBemmueHne Ha ¢eramaus Hb /oa2y2/ nu

noBuieure Ha Hb A2 /0262/.






ETnogorus m naroreHesa.

[Tosnatn ca Haxg 200 ToykoBM MyTamuud Npu [-TajacemusTa,
KOMTO NPUUYMHSBAT  aMUHOKHCEJIMHHHM 3aMEHH, a OT TaM U
(beHOTUIHKU BapHUalMMU Ha 3-TIIOOMHOBHS T'€H, a ChIIO O-f U -0
ClIMBaHUsA. [}-TajaceMusiTa €€ MNPUYMHSABA W OT MHOXKECTBO
MYTaIliM, 3aCATallyd TPAHCKPHUIIIMITA, CUIAMCHUHTa U IIPOLICCUTE

Ha PHK.

B HopManHara MIUIOMJHA KJI€TKa HWMa JBa IeHa B 11
XpOMO30Ma, KOUTO KOHTPOJHUpAT [3-MOJMIICOTUIHUTE BEPUTH Ha
Hb. TIlpm wmyTamms Moxe Ja ce IIpoOM3BeXkKIaT Oera-
noymnentuaau Bepurd /BO/, wnm ga ce mpon3BekaaT B HAMAJICHO
KOJIMYECTBO-[3+

Xpomozute ouat 30 B0; B+ £ ;B0 B +

Xetrepo3urotuure ca 3 Px; umm 3 0



Kananka

aHEeMHUsI — OT KbpMadeCKa BbB3pacT , TEKKA XUIIOXPOMHA,
OJIEMOCT;

KOCTHHU Jie(hopMaliuy /0T XUIIEepIIa3rsl Ha KOCTEH MO3bK/ C
YBEJIIMYABAHE JUILIOETO HA IUIOCKUTE KOCTH M XapaKTCpHUS
MOHIOJIOMJICH WJIM €K30THYEH (anuec ¢ HU3IM'bKBaHE Ha
CKYJIUTE

3HAUMTEJIHA XCIATOCIIJICHOMET IS

TEKKHU HApPYILICHUS HA pacTexka

neopMupaHe Ha dYepena C pa3lIMPEHUE XeMarayTeyHa
AKTUBHOTO IIPOCTPAHCTBO /METKOBHUIACH Yepert/

noa4YepTaHa CKJIOHHOCT KbM MH(EKIUHU

OCHUTHEH IEPUKAPINT

CKJIOHHOCT KbM (DpakTypu

3aKbCHST IyOepTET

XOJIETUTHA3a U XOJIEIUCTUT y TTOAPACTBAIIUATE



Ycia0XKHeHUS
XEMOCH/IEP03a — YSPHOAPOOHA LIUPO3a
ChpPACYHA HEAOCTATHYHOCT

JlabopaTopHu H3cJIeIBAHUS:
XUAIIOXPOMHA MUKPOIIUTHA AHEMUSA
aHU30 U MOMKUJIOIUTO3a
0a3zo(uiIHa TYHKTUPAHOCT

MUIIICHKOBUIHU epuTponuT — target cells
Hb FT

KCKY
CepymeH dheputus |



JleueHnmue:
xemoTpancdy3us mpu Hb < 100 g/l.
Desferal — mogxoxxHO ¢ mecdepanona momia.
®donueBa kucearHa 5-10 Mr. JHEBHO.
CIUICHEKTOMHUS CHEM 9-Ta TOAWHA /TPO(MHUIAKTHKA C
[leHuIIMH 32 TTHEBMOKOKOBM HH(MEKIHU U

BaKCMHHMpaHE ¢ PNeumovax npeau CrijaeHEKTOMUSL/ .

AJIOr¢HHa TPpAHCIUVIAHTAIUA Ha KOCTCH MO3BbK.



IIporHo3sara € B 3aBHCHMOCT OT HYXJIUTE OT
npeuBaHe Ha KPbB. JleTaqHUAT Kpall HaCThIIBA OT
MH(EKIINN WA XEMOXPOMAaTo3a.

IIpodpunaktukara karo AP 3a0omsiBane —
chlllecTBYBa 25% pHCK 3a IIOBTOPSIEMOCT Ha
3a00JISIBAHETO Y OpaTs U CECTPHU.

IIpenaranna JINarHO3a Ha CJICZIBAIIIATE
OpPEMEHHOCTH Ha CEMEUCTBOTO Ype3 XOPHOHHA
ouoncus 10-12 r.c. uiu amuuorieuresa — 16-18r.c.



TPOMBOLUMTOIIEHUMU

XeMoparnyHa jauare3a, OOyCIIOBEHAa OT HamalsiBaHE Ha
TPOMOOIIUTHHUS OpPOH.

Hopmanuau croitnoctu 150 000 — 400 000 mm3

TpomobonuTonenus < 150 000 mm3 3a kbpmadeTa u aerna.
Hemonocenn < 100 000 mm3
Kputnuna croitHoct < 30 000 mm3

IIaTorenesa:

Bb3HKKBa npH:
¢ HaMaJIeHa MPOIYKIM HA TPOMOOIIMTHA B KOCTHUSI MO3bK

 MOBUILIEHO  pa3pyllaBaHEe WM  KOHCyMallMsi  Ha
TPOMOOIIUTH, CKbCEHA IPOABIKUTEIHOCT Ha JKUBOTA
/Hopma 7-10 nau/



- B
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NIANOINATUYHA TPOMBOLUTOIIEHUYHA
ITYPITYPA HA WERLHOF

BapunaOuinHa XeMoparn4Ha Juare3a, ChbC CKbCEHa
NPEKUBIEMOCT HA TPOMOOIMTHUTE IPU HOPMATHA
WJIM TIOBMUIIIECHA IIPOAYKIMS HA METAKAPHUOIIUTU B
KOCTEH MO3BbK.

ETnosiornss m marorexnesa:
o nosBsiBa ce 1-3 ceqMuiM ciieq BUpycHa MH(DEKIHS

o MMYHEH TMpOIEC, CBbpP3aH C oOOpasyBaHE Ha
AHTUTPOMOOIIUTHHU aHTUTEIIA



Kannuka:
OCTPO HAYaAJI0 C KOXHHU KPHBOHM3IMBU 110 TSIJIOTO C
pa3anyHa roJiIieMrHA U JIABHOCT;
KPBBOM3JIMBUA OT HOCA, BEHIIU, MEJICHA, XEMaTypHsI
MO3bYHU KPbBOU3IIMBU — PAJKO.

JIaboparopHu u3cjieIBaHUs:
tpoMOoIuTu < 5 000 mm3
BpPEME Ha KbPBEHE — YIABIKECHO
B KOCTHHUSI MO3bK — MEraJIOLMTH- HOPMa WUJIM OBHUILICHU

Jledyenue
Gamma-\Venin — 1.V. — 0.4 r/kr/t™ 3a 2-50au
Prednison — 2-3 mr/kr/t™m — 10 — 14 nuu



JAndepeHuunanHa AMarHo3a Ha TPOMOOIUTONICHUUTE:

IloBuiIeHO pa3pyluaBaHe

UMYHOJOTUYHU — MEJIUKAMEHTO3HU, aBTOUMYHHU
noBuIneHa koucyMauus — rpu MUK, xeMonuTuaHo-
YPEMUUYEH CUHIPOM.

Hamasiena npoaykuus

A/ Bponenu — TAP, Fanconi, npu nmanornuaun BCM

b/ IlpunoOnuTy — cencuc, BUPYCHU MH(MEKIIUM, IPOTO30MHHU
MH(EKIMHU, XUMHUKaAJIA, MEIMKAMECHTH:

* aluilaCTu4Hu aHCMHUHU

*  MH(QUITpALMS Ha KOCTEH MO3bK, JICBKEMHUS,
MaJIMTHEHHU JIUM(DOMH.

CmylieHMs B pa3npeaejaeHueTo /cekBecTpanus/

XUMNEPCIUIEHU3bM

TUTAHTCKA XEMaHTHUOM



BPOAEHU KOAT'VJIOITATUH
XEMOONJINA A

XeMoparn4yHa jauare3a, oOOyCJIOBEHAa OT JIMIcaTa WM
HamasieHueTo Ha daktop VIII:C

VYuacnegsaBa ce X-peuecuBHo. OOXBalllaHETO HA KCHUTE
HOCUTEJIKM Ha 3a00JISIBAHETO € 4Ype3 OmnpeJelisiHE Ha

dakrop VIII-R:Ag u paxrop VIII-C.

Bb3MoOKHa € NpeHaTajiHa Juartosa ot (peranHa kpbB. [Ipu
30% ot OoaHHUTE MMa CHOHTAHHU MYTAallUH.

IlaTtorene3a: Hanuie e HamareHue Wik JuIIca Ha
MHUKPOMOJIEKYJISIPHA YacT Ha MoJieKyiaara Ha ¢gakrop VIII
/VIII-C = anTuxemoduieH Gpaxrop/.
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Kuaunuka: cnopen HamaneHueto Ha gpakrtop VIII-C

- Texkka (opma: ¢akrop VIII < 1% — cnoHTanHO
KbPBEHE OT PaHHO JAETCTBO;

- cpeaHo Texka dopma: pakrop VI 1-5% — uma u
CIIOHTAaHHM KbPBEHETA, HO XEMOPAruu CJE/ TPaBMHU;

- neka ¢opma: dakrop VIII — 5-20% kbpBeHe cien
TpaBMa WUJIM OIlepaliusl.



TUNUYHO € KBPBEHETO HA MYCKYJIMTE U cTaBuTe. MoOXxe na
MMa KOXHHU, JIMTAaBUYHH, CTOMAIIIHO-UYPEBHU, KbPBEHUS,
XEMaTypHsl, THTPAKPaHUAJIHA KbPBEHUA.

OcHoBeH ImpobsieM € xemoduiaHara aprponarus. CTaBHUTE
KpPBbBOM3IMBH BOJIT A0 Bb3MAJICHHUE M XHUIEepTpodus Ha
CHHOBHSTA, TOCIEABAa €pO3Ms Ha Xpyllsiia M KOCTHUTE.
IIposiBIBaT ce MYyCKYyJHM KOHTpakTypu u Oojka. Ilocimensa
aepopMmamusgs Ha cTaBara C MYCKYJIHH KOHTPakTypu U
cOpBhUYKBaHE Ha CTaBHATa Kalcyna U KOHTpaKTypa.

JlabopaTopHu u3cjieIBAHUS:

“*YIBIHKEHO BpEME Ha CHbCHPBAHE > 3 MHUH. YIBIKCHO
AKTUBUPAHOTO YAaCTUYHO TPOMOOIUIACTUHOBO  BpEME.
Hamanenue Ha aktuBHOcTTa Ha (pakrop VIII-C.



JleueHnue:
KbpBeHe nNpu HapaHABaHUA — [I0CTaBs CE JKEJIaTUHOBA I'b0a
/Gelaspon/, Hamoena c¢ roBexam TpoMOuH. KommpecuBHa
IPEBPb3Ka.

Enucrakcuc — )eJlaTuHOBa rp0a, HalmoeHa ¢ TPOMOMH.

KbpBeHe npu cMsiHA HA 3b0M WJIM NIPH eKCTPAKIIMA HA 350
— HATBIKBAT CE AJIBEOJIUTE C TPOMOWMHOBU MPHUUIIH.

CyOcTurynpama tepanusi ¢ KoHueHrpar Ha ¢gaxkrop VIIIL.

JlozupoBka 1 E gakrop VIII/kr.T.M. moBuiiaBa HUBOTO ¢ 2%0.
IIpu nexo kbpBeHE — 15 E/KT. 3a nocturane ¢gaxrop VIII 30%
ITpu Texko kbpBeHe 25 E/kr nocturane ¢gaxrop VIII — 50%
BpemeTto Ha mnonypasmnaa € 8-16 yaca u uHQy3uuTe ce
npuiarat Ha 4,8;12 4aca.
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reauricular
Postauricular
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cervical
Infraclavicular




