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Baoickuii  kombinosanuti  imynoOdediyum
(SCID) — cnaoxose 3ax60prosants apabCcobKux ma
NOMICHUX KOHel, W0 XapaKmepuzyemucs NOGHOIO
8MPAmoio IMYyHHOI 8i0n08i0i HACTIOOK Oeneyil
n’amu nap Hykieomuodie ¢ zeui J[HK-3anescnoi
npomeinkinasu C. Ilpomeinxinaza C € oOHum 3
HausaddcauGiuux epmenmis, wjo bepe yuacmo 6
nepeby0osi ceamenmy 2eny nio yac cunmesy B- i
T-xnimunuux peyenmopias. Jlowama
HAPOOICYIOMbCSL  300POGUMY, aAlle SUHYMb 610
0yOb-sikux  iHgexyitl, max AK NPURUHAIOMDb
(yHKYIOHYBAHHA  KONOCMPANbHI  AQHMUMING, d
61ACHA  IMYHHA CUCTEMA He NPAyloe HALEHCHUM
YUHOM. SCID  nposersemvca  auwe Y
20MO3U2OMHOMY CMAHI [  Xapakxmepuzyemvcs
100 % cmepmuicmio, npu ybomy 2emepo3ucomHi
MBAPUHU He MAalomb HIAKUX — (DPEeHOMUNnosux
nposigie xeopodu i saenstomves Hociamu. Tomy
Memoto  O0anoi  pobomu  6y8  eeHemuyHUl
MOHIMOpUHe KOHell apabcvkoi nopoou
HeinbHuybk020 KiHHO20 3A600Y HA HASBHICMb
mymayii SCID.

Mamepianom ons docniddcenns ciyeysanu
sonocani @onikyriu 16 2onie Koweil apabcvkoi
nopoou. Jocniooncenns npoeeoeni 3a

suxopucmantns memoody IJIP i3 suxopucmaunsim
cneyuivnux npaiumepis, 3a 00NOMO20I0 AKUX
amniigikyemocss HeoOXIOHUll  (pacmenm 2eHy
posmipom 136 abo 131 n. u. y 300posux ma
MYMAHMHUX 0CcobuH 8i0N0BIOHO.
Enexmpogopemuune  posdinenns  npooyxkmis
amnnigixayii nposoounu y 8 % namugHomy
nonaiaxpunamionomy eeni (IIAAI') 3 nmacmynuum
AHANI30M 00BIHCUH AMNIIPIKOBAHUX (ppasmenmis.
3a  peszymvmamamu npPoBedeH020 Hamu
MOHImMOpuH2y nOnyaayii Korel apabcvkoi nopoou
Ha Hasasuicmv mymayii 6 cewni JIHK-3anescnoi
npomeinkinasu C (DNA-PKc) ceped oocnioaicenux
meapur He Oyno eusereno Hociie  SCID.
Inanyemovcss  npooossicumu  OOCAIONHCEHHS.  HA
IHWUX NONYAAYIAX KOHell apabcvkoi nopoou 6
Ykpaini.

Kiarouosi cJI0Ba: APABCBKé
ITOPOJIA ISOHEI/I, BAXKUUA
KOMBIHOBAHUWUN IMYHOIE®IIUT,

SCID, KIHb CBIMCBKHI, MYTAIIIS,
I[TOJIMEPA3HA JIAHIIIOI'OBA PEAKLIIA
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The severe combined immunodeficiency
(SCID) is a hereditary disease of the Arabian and
cross-breed horses, characterized by a complete
loss of the immune response due to a mutation in
the gene for DNA-dependent protein kinase C.
Protein kinase C is one of the most important
enzymes involved in the reconstruction of the gene

segment in the synthesis and T - cell receptor. The
foals are born healthy but die of any infections
since ceased functioning colostral antibodies, and
its own immune system does not work properly.
SCID is manifested only in the homozygous state
and is characterized by 100 % mortality, while
heterozygous animals do not have any phenotypic
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manifestations of the disease and are carriers.
Therefore, the aim of this work was the genetic
monitoring of Arabian breed horses of
Yagilnitskiy stud farm for the presence of SCID
mutation.

The material for the study was the hair
follicles of 16 Arabian horses. Studies carried out
using PCR using specific primers with which the
desired gene fragment is amplified size 136 or 131
bp from healthy individuals and mutant
respectively. Electrophoretic separation of the
amplification products was performed in 8%
native polyacrylamide gel electrophoresis (
PAGE) followed by analysis of the lengths of the
amplified  fragments.  Investigations  was

conducted with using PCR followed by analysis of
the lengths of the amplified fragments. The result
of monitoring Arabian horse breed was the
presence of mutations in DNA-dependent protein
kinase C (DNA-PKc) of test animals showed no
carriers SCID. It is planned to continue research
on other populations of the Arabian breed of
horses in Ukraine.

Keywords: ARABIAN  HORSE
BREED, IMMUNODEFICIENCY,
MUTATION, DNA-PKcs, POLYMERASE
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Taorcenviti KOMOUHUPOBAHHDII
ummynooepuyum (SCID) — mnacreocmeennoe
3abonesanue apabCKUx U NOMECMHbBIX J1ouaoel,
Xapakmepuzyemcsi HOJIHOU Nomepel UMMYHHO20
omeema  8creocmeue  Oeeyuu  nAMU - Nap
HYK1eOmuoo8 8 2eHe JHK-3asucumot
npomeunkunazvt C. [Ipomeunxunaza C seisemcs
O0OHUM U3 8AdICHeUWUX hepmenmos, yuacmayem 6
nepecmpotiixe cezmenma 2ema npu cunmese B- u

T-xnemouHwvix peyenmopos. Kepebsima
poocoaromest  300po8viMU, HO nocubarom om
MobbIX  uH(exyul, maxk KaK NpeKpawaom

dYHKYUOHUPOBAHUE KOLOCMPATbHO20 AHMuUmMend
a cobcmeewHas — UMMYHHAA ~— cucmema — He
pabomaem 00JIIICHBIM obpaszom. SCID
NpoABNAEmMCs ~ MOAbKO 8  2OMO3USOMHOM
cocmosnuu U xapakmepuzyemcsa 100 %
CMEpMHOCMbIO, HpU  3MOM  2emepo3UusomHule
JHCUBOMHBIE HEe UMEIOM HUKAKUX (DeHOMUNUYEeCKUX
nposeieHutl OOone3HU U AGIAIOMCA HOCUMETAMU.
Iloomomy  yenvio  Oamnoti  pabomvi  Obil
2EHEeMUYEeCKUll MOHUMOPUHE Jlouwalell apadcKot
nopoovt  A2unbHUYK020 KOHHO20 316004 HA
nanuuue mymayuu SCID.

Mamepuanom ons uccnedosanus
NOCYHCUNU  BONOCAHBIE  (hoanukyavl 16 20106
aowaodeil  apabckot  nopoowsl. Hccnedosanus
nposedenvl npu ucnoavzosanuu memooa I[P c
UCNONbL306AHUEM CHeYUPUUECKUX Npanumepos , ¢

nOMOWBIO KOMOPbIX AMIAUGUYUPYEMO20
Heobxooumblii hpaemenm 2ena pazmepom 136 uiu
131 n.n. y 300posvbix U MymaHmuwix o0cobel
COOMBEMCMBEHHO. Onexmpoghopemuueckoe
pasoenenus npooyKmos amnaugpurayuu
npogoounu 6 8 % HAmMueHoOM NOIUAKPULAMUOHOM
eene (IIAAI) c nocnedyrowum aunanuzom OUH
AMAAUDUYUPOBAHHBIX @pazmenmos. Ilo
pe3yrpmamam npo8eodeHH020 HaMU MOHUMOPUH2A
nonynayuu  gowiadeti  apabCKou  nopoovl  Ha
Hanuuue mymayuu 6 ecene JIHK -3asucumoit
NPOMEUHKUHAZBL C (DNA-PKc) cpeou
UCCTeO0BANHBIX HCUBOMHBIX He ObLIO BblAGNIEHO
nocumeneti SCID. Ilnanupyemcs npoooadcumo
uccne008anuss Ha Opyeux NONYIAYUSAX aowmaoell
apabckou nopoodsl 8 Ykpaune.

KawueBbie caoBa: APABCKASA
ITIOPOJIA JIOILIAIEN,
NUMMVYHOIEOULIUT, MYTALUA, THK-
3ABUCUMASA [MPOTENMHKMHASA,
[NTOJIMMEPA3HAS HEITHA S PEAKLIA

Baxxkuit KOMOIHOBaHHMA
imynonedimur (SCID — Severe Combined
Immunodeficiency Disease) — reHeTHYHO
JeTepMiHOBaHE 3aXBOPIOBAHHS, 110

MOIIMPEHEe TEPEeBAXHO y KOHEW apabCchKoi

The Animal Biology, 2013, vol. 15, no. 3

50


mailto:Yura236@ukr.net

Bionoris TBapun, 2013, 1. 15, Ne 3

nmopoau [1, 2]. OmgHak, chij 3ayBaKHUTH, IO
SCID wMoxe cmocrepiraTucsi TakoX Yy
MMOMICHUX KOHEH Yy 3B’SI3Ky 3 IIUPOKUM
BUKOPUCTAHHSIM apaOChKOi MOpOau st
MTOKPAICHHS 1HIITUX.

[lepmi 3ragku mpo 10  XBOPOOY
natyrTeess 1960 p., koam Oynu BigMideHi
O3HaKH IMyHOAe(DIIUTY B apabChKUX KOHEH
aBcTpamicekoi momymsiii - [3].  Bmepre
XBOpOOY, K CHHIPOM, BIAKPWIM 1 OmMMCaIN
McGuire i1 Poppie y 1973 p. [2, 0]. ¥V 1980 p.
Perryman i1 Torbeck moxazamu, mo SCID B
apaOChKUX  KOHEW  yCNagKOBYETbCA  SIK
ayToCOMHa penecuBHa o3Haka [5]. Jlomarta
HapODKYIOTBCS ~ 3[OPOBHUMH,  aje  MiCis
JBOXMICSYHOTO  BiKYy, KOJIM  3HHUKAIOTh
KOJIOCTpaJbHI ~ aHTUTINA, 1HQIKYIOThCS 1
MOMHUPAIOTh BiJ Oyap-skoi iHdekii [0, 6, 7].
Baxxnii KOMOIHOBaHUI iMmyHOIe iU T
(SCID) xapakTepu3yeTbCs TOBHOIO BTPATOIO
KIITUHHHOTO Ta TYMOPJbHOTO IMYHITETY,
BHACJIJIOK YOr0 XBOpI TBapWHU CTAalOTh
CIPUHHATIMBAMU 10 OYIb-IKUX 1HGEKIIHHIX
3axBoproBaHb. SCID mposBiseTscs auIe y
TOMO3UTOTHOMY CTaHI 1 XapaKTePH3YEThCS
100 %  cmeprHiCTIO, TpH  LBOMY
TeTEPO3UTOTHI TBAPWHU HE MAIOTh HISKUX
(EeHOTUIOBUX TPOSIBIB XBOPOOHU 1 SIBISIOTHCS
Hocissmu SCID [0].

IMmyHOZEpIiIMT KOHEH € HacHiIKOM
periecuBHOI aytrocomHoi myTartii B reni JJTHK-
3anexxHoi mpoteinkiHasu C (DNA PKes —
DNA dependent protein kinase catalytic
subunit), 1o nDpPU3BOAMTHL 1O BTpaTH i
(hepMEeHTAaTUBHOI aKTUBHOCTI, OJIOKyBaHHS
KJIFOYOBOTO TIporiecy B pgo3piBanHi B- 1 T-
TiMGOTHTIB 1, SIK HACIIIO0K, 1o
iMyHOIeDITUTY [9]. MoutekynspHOI0
ocHopoto mytanii SCID e nenernist m’satu nap
HYKJICOTHIIB 13 KaTATITHYHOI CYOOJMHMII
JHK-3anexxnoi mpoteinkinasu C. Myraris
MPU3BOAUTH J0 3CYBY PaMKH 3UUTYyBaHHS B
KomoH1 3155 TpaHCKpUNTY, LI0 HPU3BOAMTH
no BTpatn 967 amiHokuciotu 3 C-KiHIM,
KM BKJIIOYAE MU pochaTHIMITIHOZUTON-
3-KiHa3HUN JOMEH, POOISYM TaKUM YHHOM
neaktuBHol0 DNA-PKec. Ilporeinkinaza C €
OJIHUM 3 HaWBAXJIMBIIHMX (QEPMEHTIB, IO
Oepe yJacTh B 1epe0yI0Bi CETMEHTY TeHY IiJ
yac cuHTe3y B- 1 T-KIITHHHUX perenTopis.

Bnacninok BTpaTH (G yHKITIOHATTBHOT
aktuBHOCTI JIHK-3anmexnoi mporeinkinazu C

B110YyBa€ETHCS YaCTKOBE OJIOKYBaHHS
pexkombinamii V. (D)J  cermeHtiB —
nmiMdormTocnenudiaHOTO po1Iecy,
HEOOXITHOTO JUIsI  eKCHpecii aHTHUreHHHX

penienitopiB Ha B- 1 T-xmiturax. Lei nedexr
y pexombinamii V (variable), D (diversity) i J
(joining) CErMEHTIB reHy 0J10KYy€E
mudepennianiro B- 1 T-mimdormTie, 1mo
BHKJIMKAE iMyHOmeiuT [9].

Y 1997 p. mnaboparopis VetGen
(Michigan, USA) posmoyama TecTyBaHHS
apaOChKUX 1 TIOMICHUX KOHEH Ha TpeaMeT
HasgBHOcTi MyTtamii SCID. 3 1997 mo 31
rpyaas 2011 p. Oyno NporeHOTHIIOBaHO
oimprme 10000 romB, 3 sakux 15,73 %
BusiBwinca Hocismu 1 0,30 % — xBopumu
[00]. Onnak, B YkpaiHi A0 1IbOro 4Yacy He
Oynu 1OCIiKeH1 TBApUHH apaOChKOi MOPOIH.

Mera  poOOTH —  TeHETUYHUU
MOHITOPHUHT  KOHeW  apabCcbkoi  mopoau
ATUTBHUITBKOTO KIHHOTO 3aBOJTy Ha HAasBHICTh
myTarii SCID.

Marepiaiu i MmeToan

MarepianoM ais JOCHIIKEHHS Oynu
BOJIOCSIHI (OJIKYJIM KOHEH apabChKoi mopoau
(n=16), mo HamexaTh STUTLHALIBKOMY
KIHHOMY 3aBOJY (c. Haripsnxka,
Tepromninbcbka 00:1.). BuninenHs reHOMHOL
JIHK mpoBoauiu 3a METOAMKOI COpOIil
JJHK Ha cumimii oxcumi [12] 3 BmacHUMEH
MoaudikaIisMu.

[IJIP mpoBoamnu Ha amrutigikaTopi
«Tepruk» 32  TakUM  TeMIIEPaTypHUM
PEKUMOM: TTOYATKOBA JIeHATypalliss — 4 XB 3a
94 °C; 36 mukimis: 20 ¢ 3a 94 °C, 20 ¢ 3a
56°C, 20 ¢ 3a 72 °C; TepMiHaJIbHA €IOHTAIIis
— 5xB3a72°C.

Peakmiitna cymim o06’emom 20 MK
mictuna: 67 MM Tris-HCI (pH 8,8), 17 MM
(NH4)2SOy4, 0,01 % Tween-20, 0,2 MM dNTP,
1 on. Tag-nomimepazu, 100 Hr reHOMHOI
JHK, 2,0 MM MgCl, Ta 0,3 MxM npaiimepis.
HyxneoTuani mocmiToBHOCTI paiiMepiB Oy
HACTYITHUMH:
GTTGGTCTTGTCATTGAGCTG i
GCATCCGGATATCTGTTTGTC.
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Enextpodopernune pO3IiIeHHS
npoAyKTiB amrutidikanii npoBogumm y 8 %
HAaTUBHOMY MOJTIaKpUIIaMiTHOMY rem
(ITAAT') 3a Buxopucranus 0,5xTBE-0ydepa.
[Ticns 3aBepmieHHs enekTpodope3y Treib
obpobmsmun~ Opommctum  etuaiem (0,5
MKT/MiT), 1 potorpadysamu [TJIP-ipoaykTH 3a
nmormomoroto  Bimeocuctemu GelDoc  XR
System 3a BHKOpHUCTaHHS MPOTPAMHOTO
nakery Quantity One (BioRad, CIIA).
MonekynsapHy Macy [TJIP-tipotykTiB
BU3Hadanu 3a mapkepom GeneRuler 20 bp
(Fermentas, JIutsa).

PesyabTaTh ii 00roBOpeHHst

Ockinbkn  mpuunHoo  SCID €
Bumaaiaass 5 bp B reni JIHK-3anexHoi
npoTeiHKiHa3W, M0  NPU3BOAUTH 10

nepeAvacHoi  TepMiHarlii TpaHckpumiii [1,
11], Mm 3acrtocyBamum JOCTaTHbO HPOCTUI

METON BUSIBIICHHS MyTartii SCID,
BUKOPUCTOBYIOUM crieludivyHi mpaiimepu, 3a
JIOTIOMOT OO SKUX aMILTI(QIKy€EThCSI

HeoOXigHMid ¢parMeHT TreHy po3Mmipom 136
a6o 131 mH. y 370pOBUX Ta MYTaHTHUX

0COOMH BIAMOBITHO. Y pe3yJbTaTi peTeabHO
MPOBEJICHOTO E€IEeKTPOo(dope3y HE BUSBICHO
BIZIMIHHOCTEH MIX JOBXHHAMH (ParMeHTiB,
aKi O CBIIYWIM TPO HASBHICTH Jenemii i

TaKUM YHUHOM npo MPUCYTHICTh
rerepo3urotHux ocobun (puc. 1). Orxe,
pe3ysibTaTh  JOCHIKeHb MOKa3yloTh, IO

cepell JOCITIDKEHUX TBApUH HEMae HOCIIB
SCID.

3a  pi3HUMH  JaHUMH  9acToTa
MYTaHTHOTO  alieyis 3Ha4yHO Bapiloe B
3aleXHOCTI BiJ periony. bmuszpko 8-9 %
apaOCbKUX KOHEH 3 PpI3HHX KpaiH €
npuxoBanuMu Hocismu SCID, sxkux MoxHa
BUSABUTH Juiie 3a gomomoror JIHK-
texHonorid [1]. BcecBiTHS opranizaiis
apabcpkux koHeld (The World Arabian Horse
Organization — WAHO) He 3ampoBamxye
000B’SI3KOBOT'0 TECTYBaHHsI apaOChKUX KOHEH,
HE BBOJUTH HISIKHX OOMEKEHb JI0 PO3BEICHHS
st HocliB SCID, ane miaTpuMye KOHIISTIIIIO
JTOOpPOBUTLHOTO ~ TECTYBaHHS,  BUSBIICHHS
HOCIiB Ta 3a0X04y€ KOHEBJIACHHMKIB 1
CEJICKIIIOHEPIB JIO I[HOTO.

100 m.1.

60 1.H.

40 1.

M; 1234567 89101112 13M,

50 m.H.

Puc. 1. Enexrpodoperpama pesynbratis [1JIP-ananizy ¢pparmenry DNA-PKc: M| — mMapkep MOJEKYJISIPHUX PO3MipiB
GeneRuler 20 bp., M, — mapkep Monekysapaux po3mipiB GeneRuler 50 bp
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Hopgespkoro acoriamiero apadChKUX
koHe# y 2009 p. Oynu mpoBeieHi JoOpOBiIBHI
nociipkenHs. Cepen 16 mMporeHOTUIOBAHUX
TBapuH  HOCiiB He  BusBieno  [00].
CKpUHIHTOBI JTOCTIDKEHHS Oynu 3/1HCHEHI
Iacturytom renermku 1 1mwmronorii HAH
binopycii B 2008 p., 3 56 apabchkux i
MOMICHMX KOHEH HOCIiB 1 XBOpHX HeE
BusiBiiecHo. Y 2005 p. nporeHotunoBaHo 128
apabcbknx KoHed y CIoBeHil, MyTaHTHHX
TBapuH He 3HaiaeHo [3]. ¥V 2008 p. BueHUMU
3 Mapokko (Piro M., Benjouad A. et al.)
cepen 353 apaOChKMX Ta MOMICHHX TBapHH
oyno igearudikoano 21 uociit SCID [11].

BucnoBku

3a pe3yJbTartamu MPOBEJICHOTO
MOHITOPUHTY TIONYJAMil KOHeH apabchKoi
Mopoay Ha HasBHICTH MyTarii B reHi JJHK-
3anexxHoi nporeinkinasu C (DNA-PKc) cepen
JOCIII/DKEHUX TBAapWH HE OyJ0 BHSIBICHO
HociiB SCID. BpaxoByrouu iMOBIpHICTH
IMIIOPTY Ha TEPHUTOPit0 YKpaiHU apaOChKUX
KOHEM Ta HEOOXIHICTh KOHTPOJTIO
MOIIMPEHHSI LIbOTO 3aXBOPIOBaHHS, BBAKAEMO
JIOUMBHUM 1nipofoBxkuTH [1JIP-niarHocTHKY
myTartii SCID.

IMepcnekTuBH NMOAAJIBIINX
JOCJiIKEHD. [Inanyerbes MIPOJOBKUTH
JOCTI/DKEHHST Ha 1HIIMX MOMYJAIiAX KOHEH
apabcbkoi mopoau B YKpaiHi.
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