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CayJiedti aypyabiH JaMy Ke3eHaepi MeH ajJramkbl OeJrijepi

o CayJiesieHy AereHimi3 - HOH1aaThIH OPTAMEH ©3apa 9CEPJIECyl apKbLIbI 9P
TYPJ1 TaHOAJIBI SJIEKTP 3apSATAPBIHBIH Mak1a O0JybIH alTaMbI3.

o CayJejieny OVJI CoylieIeHy 3aTTap/AblH canachlH OaKblLIay YIIIiH, FEUILIMU
3ePTTEY KYMBICTAPBIHA, aybl IIapyalllbLIbIFbIH/Ia TONBIPAK THIFbI3AbIFbIH
©JIIIICY YIIIH, MEUIIMHA/IA KaTepJl 1CIK TEpaIusChl YIIIIH KEHIHEH
KOJIJITAHbLIAIbI.

o CayJedi aypy — OYKUI aFr3ara HEMECE OHbIH OOJIIMJIEPIHE PaJOAKTUBTI
cCoyJIeNECHIIPYAIH (1IIK1 dKOHE CHIPTKBI) KOII MOJIIIEPAE 9CEP €TYIHEH naiiaa
OoJIFaH aJamMap MEH >KaHyapJap/blH JKajllbl aypybl, HEPBTI-
TUCTPODUSIIBIK MTPOLIECCTEPMEH, KOIITET€H CUMIITOMIAPMEH KOHE aypy
aFBIMBIHBIH KE3€HIITIMEH CUTIATTAIA b



CoyJaeqik aypyJap Kajau KaJbITACAAbI



» CoyJiesii aypy 2 Typre 0oJIiHeal:

ChIpPTKBI CoyJIeJIeHy aJlaM ar3achlHa ChHIPTTaH

MOHU3AIUIBIK COyJIEJIEP/IH aCeP eTylH

anuTaMBbI3.

FAPBIIITHIK COYyJIeJIeD,

TaOUFU PaZIIOAKTUBTI Ko3JIeP,

aTMocdepana,

cyJa KoHe T.0 .

» AJ1 iIIK1 cayJiesieHy Jiell ajjaM ar3achblHa THIHBIC
MyIllesiepl, 1IIeK-KapblH, TEP1 MyILIeJIeP] aPKbLIbI
€HylH auTaMbI3




PasinoakTUBTI coyJiesiep ajiaM OpraHu3MiHe arpeccuBTI QaKTOP PeTiHje acep
eTe/l.

OHBIH ocepi YakbITKA JKOHE COoyJIe IIbIFapy KeJIEMiHe, pafuaiUsSHbIH ar3ara
eHyiHe 0alJIaHBICTBI, COHBIMEH Oipre cayJiesieHy KapChl UMMYH/IBIK *KyHeHiH
KYIIIl )KETKLTIKCIi3.

CoysieneHy aypyJapbIH 3epTTey Ke3iH/e, paguanusaMeH 3aKbIMIaHFaH
Jlopeskere cyHeHill, OHbIH HeTl3T1 eKapachlH JKoHe ar3ajia KaHAal MyIlle/ie
MIaTOJIOTUSJIBIK 63repicTep OOIFraHbIFbIH aHBIKTAN aTyra 00JIabl:
*ACKA3AaM - TWeK Mpaxkmul;

* Opmanwlx Jcyitke Jcyilect ; g

o KanaitHaabim dcyiiect ;

‘zim




Coyiielik aypyablH KJIACCH(PUKANMACHI

AlaM¥a paauamusiHbIH dcep €Tyl YaKbITKA 0alJIaHbICTBI CAYJIeIK
aypyJapabiH 2 Typi 0osaabl

N

AcCKbIHFaH HemMece oTKip Co3sbinmarnbl




e OTKIp paguaIua — sJIPOJIbIK KapbLIbIC KE31H/e TapalThIH
PaZInOaKTUBTI cayJiesiep (rammacayJiejiep MeH HEUTPOHJAP).
AaposibIK :KapbHUIbIC Ke31HE Maiiia O0JIbII, JIe3 e KaHKaKKa
TapauTbIH, Ko3re KopIHOEHTIH »KoHe afaMap ce31HOeNTIH coyie
arbIHBI.

« OTKIp pajivanysara aTOM >KAPbLIbIChI SHEPTUACBIHBIH 10-15
IMaubI3bl KeTe 1. OTKIP pagualiusaHbIH ocePl 10-15 CEKYHIKA
CO3bLJIAJIBI 1A, OJ1 OPTraHU3M KJIeTKaJIapbIlH MOH/AIl, OFaH 3USH/IbI
OMOJIOTUSAIBIK ocepiH Turideal. OHbIH ocepiHEH Tipl KJIETKaIap
K0O€EI0 MYMKIHIIIUTITIH KOS/IBI /14, COYJIE aypPybIHA MAJIAbIFA/IbI.
AypyZibIH JoperkeciH PaInOAKTUBTI CoyJIeJIeHAIPY/IH MOJIIIEpP]
apKbLJIBI Ol1e/Tl, OHBI PEHTTEH KopCeTe/l.



ACKBIHFAH CAYJICJIIK aypy

* ACKBIHFaH COyJIeJlIK aypy €H COHFBI KbICKa yakbIT 1niHAe( 1Tp) Oonran
paguanMsIBIK COyIe OTY Ke31HAe TybIHAaN A6l by Menmiep ceIHIapib!
KOHE aJlaM ar3achIHIa aypyAblH Maiiaa 00IybIHA )KOHE aCKbIHYBIHA, KeH e
HAyKACTBIH ©JTIMIHE aJIbITT KEISI].

OpranbIK KoHE MepuUPHIIBIK XKYHKe

Mop¢oJ1orusijibIK e3repic ﬁ KYHECIHJE KO3y KOFapbIIal bl MYIIENEp KyHeCiHe

OarpITTanFaH (PyKIMACH PETTEHTIH anmapar

3aKbIMAaHaabl




ACKBIHFAH CJYJIeJIK aypyJaapAblH TYbIHJAAybIHbIH ! (pakTOpHBI

o0ap:




ACKBIHFAH COYJICJICHY ayPYbIHBIH IIATOreHE31 6
ChI3BIKTBHI AHBIKTAU/IbI:

o PapmanuaabIK TOKCEMUS — ar3ara paJiIuojInu3JieH/IeH Cy oHIM/IEP] KoHE
pPaZinOTaKCUHIEP/IIH ocepi;

o IInTocrarukayabik 3¢ dekT — GaraHasIbl Kacyaaap OesiHy kaOlieTiHeH
aubIPbLIAJibl, arpaHyJIOIUTaAPJIbl, TEMOPPATUAIBIK JKoHE aHEMUSIBIK
CHUHJIPOM,;

 Pagmanmonapl kanwaapuar (7 I xorapsl coyiie oTKEH/E)

o OYHKIIUOHAJBABI Oy3bLJIBIC ( HEUPOTYMOPAJIb/Ibl PETTENY/IH Oy3bLIybI
BETaTHBTI —KOK TaMbIpJIap/blH ayPYbIHBIH JIaMybIHA oKeJIeI)

e YMbBITHIAKTBIK ((PyHKIIMOHAIBABI YIIA MyIlleJIepiHiH
OaIaHBICTBIPFBIIIITAPFA OPBIH aJIMaCyhl)

« KarepJii icke antHasxy (paguanusHBIH ocepl OHKOMYTareH/Ii reHep/ii
KQJIBIIITACThIPYbl MYMKIH)



KJ'[ aCCI/[(l)I/[KaHI/[ S | ACKBIHFaH COYJIEIK aypyblH COYJICICHY

KeJIeMiHe OailIaHbICThI
6 KJIMHUKAIBIK (hopmara Oeseni

- Cytiek kemiri (1-6 I'p)

- Otneni ¢opma(6-10 I'p)

 Imek — kybichl (10-20 I'p)

« Tokcemusiibik (KaH TaMbIpJIap)
(20-80 I'p)

- llepebpainbab xylie (80-120 I'p).

« Coyneneny acteiHAarbI o1iM (120 I'p
»KOFaphl)




AckbIHFaH coyseaik aypy CK aybIp/bIk AcKbIHFaH cdyJednik aypy CK nmepuoabi:
caTbIChI (CdyJIe 6Ty MoJInIepiHe bacrankp! (aaraiikbel peakims)

0alJIaHBICTBI): JKanraH aybIpChIHY

Opiry Ke3eH1
Kanmsina keny

« xent (1—2 I'p)

« Oprama aysip (2—4 I'p)

« aynip(4—6 I'p)

« Ore aybip (6 I'p :xorapsbl)



Co3bLIMAJBI CAVJIEIIK aypy

e Co3bLIMAJBI CIVJIEIIK aYPY — KOl YaKbIT OOMbIHA aFr3ara COyJICHIH
y3aikciz 0,1 —0,5Tp eHyl HEeH TybIHJAUTBIH aypy.

- l /f’”

8 KJIMHHKaﬂbIK CI/IHHPOM: Genetic Modulation of Sickle Cell Disease

Homolysis
Hemostasis/Coagulation NO dysregulasion

ATpanysIonuTo3
I'emopparusnblKk CHHAPOM
AHEMUSIIBIK CHHIPOM

Irex cunpOoM

Kem pagnanmon sl renatut
PamnanmoH el KAXEKCUSI CUHIPOMBI
JKyKnasnbl aCKbIHFaH CHHIPOM
ACKBIHFaH )XYPEK —KaH TaMbIp aypybl




IlaTorene3si

e Otneni paguanys KieTKa IIJIiK Cyabl HOHIANIbI, COHJIBIKTaH OJ1 OpraHU3MHIH OapJbIK TiHIAEP1 MEH
ar3ajapblH KaMTUAbl. KneTka inriHaeri KypbuibiMaap 3akbiMaanaasl, xpomocomaap men JIHK xinrepi
y3uteni. by TiHaepaiH eMipiH KbICKapTaIbl.

e 1 Ke3eH — aJFalIKbl peaklys Ke3€HI — aJbIHFaH Coyse J03achiHa OalIaHBICThI OPTAIBIK HEPB JKYPEK-
KaH TaMmblp KYHeNnepiHiHKbI3METTEpl e3repyiMeH Karap, KaH
KYPaMbIH/Ia yaKbITIIA aK TYHipIIiKTep keOeiieni. ©OTe Kol HOHIAYIIbl COYJICHIH A03aChl IOK TYFBI3bI,
COHBIH CaliJapbIHAH aJlaM €CiH KuMai il KeTyl MYMKiH. AypyIbIH ajaFaiksl Oenrici 1—2 cararTaH coH
Oaiikanpin 48 cararka JeiiH co3buianbl. ComaH COH eKIHIII Coyie aypybl Ke3eHi OacTanaibl.

e 2 Ke3eH — aypyablH OLTIHOEHTIH Ke3eH1 — €Ki anTara JeiiH co3buiaibl. KIIMHUKAIBIK KOPIHIC a3/bI-KOTTI
’KOHJICTIIT KaH KypaMbl KaJIIbIHA KEJIE/Ti.

e 3 Ke3eH TYCBhIHIAa —- aJaMHBIH >KaJIIIbl XKaFJaiibl QJICipeiii, KaHTalaybl alKbIHAAIBII, CYHEeK
MaibIHBIH KaH TY3€TiH KbI3MET1 TOMEHEH 1. Aypy acKbIHFaH[a 11IeK-KapbIH KOJIbI aF3aJIapbIHbIH KbI3METI
JIe epeKIIe 3aKbIMAAIAIIBL: JIOKCY, KYCY XHUIeHE 1. AybI3 KybIC Kijlerel KaObIFBIH/IA JKETIIHY, dKapa KOHE 1CIK
naiina 6omanpl. [imiki 6e31ep KpI3METi TOMEH/ICTI, aF3aHbIH PeaKIHs TyFbI3y KaOijeTi Hamapiaiabl. XKanmbr
QNICi3MIIK OacTanbIn, MH(EKIIUS OIIaKTapPbIHBIH OSICEHAUIIT apTabl.

* 4 Ke3eHJle — aJIbIHFaH CIyJIe J103achl OHINIA Kol 0ojiMaca, ar3a aiipira OacTaiiibpl. boiMaca chIpKaTThIH
CO3BUIMAJIBI TYPIHE aybICAIbI.



PaaunanusaiMeH 3aKbIMAAHYAbIH Heri3ri oeJarijiepi

KYBICEIHEIH KEI3Y I JKOHE coyJieJIeHy Mylleyepal

KCY1II KCTY1, TAXIIKap Il * KHIMBLTT — KO3FalbIC BaKbIMJAHAbI, MyHIAH
by ciMmToM pagmania KOOPJIHAIILACH OY3EITTa kL, JKarJaiza HayKac
Ke31He JKOK0 HeMece Tepariid Tepl OepiTel, Ke3 GapIIBbIK CHMITOMIbI
’KacallFaHHAH COH,  OlpHeIe anmMachIH1a OyIeIFadel. Erep DV g
YaKBITTaH KeiflH Faifpr VaKBITBI €M KepCeTIiece, 3- ypyJlapra YIIbIpana
DOJIa bl Jlopeskerl ay pyFa aifHabII

KeTYy1 MyMKIH.
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T —
CoyJiesti KyMikTep

«  Coysesti paguaIusIbIK KYHIKTED Tepire *kKoHe ciaeKeii kabbIkka OeTa OeJTiKTEPiHIH TyCyiHEH,
COHBIMEH KaTap OeTa-raMma apajiac coyJiesieHy Ke3iHjie manjaa Ooabl.

. Coysie KyHIKTED Pa/IMOAaKTUBTI bIZIbIpAY 3aTTaPbIH a/IJaMHbBIH TEPICiH TUTEH Ke3/1e
WITIaJIap/IbIH MOHIAJTybl OacTaiaibl, akybl3Ziap T03a/1ibl. TepiHig coysiesti Kyl kaObLIiaraH coyJie
Jlo3acblHa, Mep3iMiHe OallJIaHbICTHI.

. TepiHin coysieMeH KyIoi 1-2 TOYJIIKTEeH KeliH OiiHe 6acrarm, 2-3 KyHTe CO3bLIa bl

Hape:kesepi:

- JKenen Tepi JepMaTHUTIHIH 1-1ITi AdPeKeCi coysieIleHTeH KyHHEH 20 TyJIIK 6TKEHHEH COH
Oactasazpl. 2KackIpbIH Ke3€Hi 2 arTara CO3bLIaJIbl, TePICi iCiHe/l, IamIbl Tyce . 1-2 anaTajiaH
KeUiH 9prUTeMa »KOUBLIBII, MUTMEHTAIIUACHI KQJIbII, 1-2 anTaAaH KeWiH raHa IIaIlbl MIbIFabl.

« Coynemi kyuikrin I1 mapeskeciHae 2-5 KyHre JIediH TepiHiy OeTiHe KoOipurikTep matizia 60J1aabl.
JKachIpbIH Ke3eH 1-2 anTara JIefiH co3bLIaJibl. Aypy ajlaM e3iH 3KakChl Ce31He/Ii. 1-2 anTa 6TKEHHEH
KeWiH TepiHiH 3aKbIMIaHYbI KyIllehel.

 Coyuerni kywiktig IIT mapexkecinae TepiHin OeTiH/e *kapasap maia 60s1a7bl. 2KacbIpbIH Ke3eH
4-6 amrTara co3bu1a/ibl. Tepi KbI3aphIIL, ICIHIM, KYIITI aybIPaIbl



HoHaayiibl coyJaeaep

- HMonpaylibl cayse — AereHiMis3 coysiesiepin Oip 3aTIeH KOChLIbIM, COJ 3aTTa
AJIEKTP 3apsIbIH Ty3yl HEMece HOH/IayhI [2].

- HMonpgay1ibl cayienep 4 Typre bestiHesni:

1. Anbda GesiieKkTepi

- 2. bera GeoJtmiektepi N _
3. 'amma OeJtriexkrepi Asvipa-sacmaps )
* 4. HedTpoHBI Ccayie ’

hema-sacm i

Bymara BeToH



CoyJaedik aypyra npopuiaakTuka

Ar3aHbBIH PAJINOAKTHUBTI CoyJIeJIepre ce3iMTasI/IbIFbIH
ToMEeH/IETETIH IIperaparrap KOJIIaHy

B6, C, P mopymeHziepi 6ap eHIMAep/Ii opKalllaH acTa namiajaHy
PaguonporexkTopsiap ( XUMUSJIBIK KOPFaHBIII OaiIaHbICkI 6ap)
6 atiyia Oip peT peHTreH armnapaTbiHa TyCy

.f’,.’ J'f
S
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Butamun p
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JlacTanraH aiMaKTarbl CoYJIeJIi aypy Ke3iHae ajJramKbl
MEIMIMHAIBIK KOMEK KOPCeTy

« Jlacrany aiimareiaaa (1200 pan, 240 pan/car) agamaap O0acnananzapaa 3 ToyliK 001y Kepek,
COJIaH KEHIH TYPFBIH YHUTE aybICHIN 4 TOYINIKTEH KoIl 001y Kepek. KarTel macrany aitmMarbIiHa
(400 pan, 80 pan/car) Oacnanazna 3 ToyJIKKe AeHiH 00Ty KEPEK,ToyiriHe 3-4 caraTr KaxeT
Ke37I¢ IIbIFyFa 0oaabl. bys ke3¢ Tepi MeH JIeM aly MYIIENIepiH KOPFaluThIH 3aTTap KOJJIaHy
KepeK.



KOpbITBIHABI

« CoyJsieslik aypy-op TYpJil MOHAAYIIbI CoyJIEJIEP/IIH oCepiHeH Iaujia
O6oJs1aThIH KaTepJi chIpkaT. AjiaM, KaHyapJiap, MUKPOOPTaHU3M/IED
»KoHE oCIMIIKTepTre Kep KbIPThIChIHAH OeJIIHETIH raMMa-coyJiesiep
»KoHE KOCMOC CoyJieJiepl  ChIpTTaH, oOpranusmjie 0oJaThiH
paguoakTuBTi asieMeHTTEep (K, Ra, Rn, C T.6.) caysenepi illiTeH acep
ereal. Erep Oy coysiesiep Tipi opraHu3Mre apThIK MeJIIIepAe oTce
KJIeTKAJIap/iblH, OpraHAap/iblH TIPIIUIITIHE KAYINTI aypy TYrbI3a/ibl.
AnamMaa OopTaHbIH oCEPIHEH KoHE 1IIKI OpraHjlapra, aClpece THIHBIC
aJIy >KOJIbI aPKbLJIbI Tepire, 1lIeK-KapbIHFA PAJMOAKTUBTI 3aTTAP/IbIH
oTylHeH naiiga 00J1aabl
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