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Baoickuii  kombinosanuti - imyHoOegiyum
(SCID) — cnaokoee 3ax80pr08anHs apabCcbKux ma
NOMICHUX KOHel, W0 XapaKxmepuzyemocs nO8HOI0

8Mpamolo IMyHHOI 8i0N06I0I 6HACNIOOK Oeneyil
n’amu nap Hykieomuodie & eeni JHK-3anesicnoi

npomeinkinasu C. Ilpomeinxinaza C € oOHum 3
HAuaNCIUGIUUX epmenmis, wo bepe yuacms 6
nepeby0osi ceemenmy eeHy nio wac cuwmesy B- i

T-kaimunnux peyenmopis. Jlowama
HAPOOACYIOMbCsL  300POGUMU,  Ale  SUHYMb IO
0yOb-aKux  IHGexyitl, max sAK NPURUHSIIOMb

(YHKYIOHYBAHHA  KOLOCMPANbHI  aGHMUmMing, d
61ACHA  IMYHHA CUCHEMA He NPAayioe HANEeHCHUM
YUHOM. SCID  nposgniemvcs — auwe Y
20MO3USOMHOMY CMAHI |  XApaKmepusyecmvcs
100 % cmepmuicmio, npu ybomy ecemepo3ucomui
MBAPUHU  He MAarmb  HIAKUX  DEeHOMUNoBuUx
npossie xeopobu i senaomucs Hociamu. Tomy
Memolo  danoi  pobomu  6y8  2eHemuuHUl
MOHImopuHe KOHell apabcoroi nopoou
AHeinbHuybko20 KiHHO20 3A600Y HA HAAGHICMb
mymayii SCID.

Mamepianom 01 00CIONHCEHHS CLY2YB8aANU

sonocsmi gonikymu 16 2onis Kouell apabcvkoi

nopoou. Jlocnioocenns nposeoeti 3a

suxopucmanus memooy IIJIP i3 suxopucmanuam
cneyugpivHux npaimepis, 3a O00NOMO2010 SKUX
amMnaigpikyemocsi  HeoOXIOHULl  (ppacmenm 2eny
posmipom 136 abo 131 n. u. y 300posux ma
MYMAHMHUX 0cobuH 8I0N0BIOHO.
Enexmpoghopemuune  posdinennss  npooykmig
amnaigpikayii nposoouru y 8 % uamusHomy
noaiaxpunamionomy eeni (IIAAI) 3 nacmynuum
AHAI30M Q0BHCUH AMMTIQIKOBAHUX ppasmenmis.
3a  pesynvmamamu npoBedeH020 Hamu
MOHImopuney Nonyaayii KoHetl apabcvkoi nopoou
Ha Hassnicmb mymayii 6 eeni J[HK-3anexcnoi
npomeinkinasu C (DNA-PKc) ceped docnidacenux
meapur He Oyro eusasnreHo Hociie SCID.
Inanyemoves  npoodogocumu  00CHiONCeHH  Ha
IHWUX nonyaayiax Koueu apabcvkoi nopoou 6
Ykpaiui.

Kiarouosi c/10Ba: APABCbKé
ITOPOIA KOHEN, BAXKIU
KOMBIHOBAHUUM IMYHOE®ILINT,

SCID, KIHb CBIUCBKUI, MYTALIL,
[TIOJIIMEPA3HA JIAHLIFOTOBA PEAKLILS
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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
CHAIN REACTION
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Taxcenviii KOMOUHUPOBAHHDBLIL
ummynooepuyum (SCID) — nacreocmeenmoe
3aboae6anue apabCKux u NOMeCmHbIX Jouadell,
Xapaxmepuzyemcs NOAHOU Nomepel UMMYHHO2O0
omeema  @credcmeue  Oeleyuu  nAMU - Nap
HYK1e0muoo8 8 2eHe JHK-3asucumoti
npomeunxunazvt C. [Ipomeunxunaza C aensiemcs
OOHUM U3 BAJCHETIUUX (hepMEHMO8, Yuacmayem 8
nepecmpoiike ce2mMeHma 2eHa npu cunmese B- u

T-xknemouHwix peyenmopos. JKepebsima
poarcoaiomess  300p0GuIMU,  HO  nozubaiom om
MobvIX  uHexyul, mMak Kax —HApeKpauaiom

DYHKYUOHUPOBAHUE KOTOCMPATbHO20 aHmumend
a cobcmeennas — UMMYHHAS ~— cucmema — He
pabomaem O0NIHCHBIM obpazom. SCID
NpoOAGIAEMCs ~ MOALKO 8  2OMO3ULOMHOM
cocmoanuu u  xapakmepuszyemcs 100 %
CMEPMHOCMbIO, NpU  IMOM  2eMepPO3USOmHbIe
HCUBOMHBLE HEe UMETOM HUKAKUX (DeHOMUNUYECKUX
nposeienuti 6one3HUu U AGIAIOMCL HOCUMETSIMU.
Hlosmomy  yenvto  Oamuoii  pabomvi  OvLL
2eHemu4ecKuti MOHUMOpUHe aowaoel apadbckou
nopoovt  A2unbHUYK020 KOHHO20 316004 HA
nanuyue mymayuu SCID.

Mamepuanom ons uccnedo8anus
NOCAYIHCUTU  BONOCAHbIe Poanukyavl 16 20106
aowadei  apabckol  nopoovl.  HMccaedosanus
npogedenvl npu ucnoav3osanuu memooa I[P ¢
UCHONb306AHUEM CHeYUPUUeCKUX npanumepos , ¢

nOMOUBIO KOMOopbix AMIAUPUYUPYEMO2O
Heobxooumblil ppacmenm 2ena pazmepom 136 uiu
131 n.u. y 300po6blx U MYymMaHmuelx ocobdeii
COOMBEmCmeeHHO. Dnexmpogopemuueckoe
pasoenerus npoOyKmog amnaugurayuu
npoeoounu 6 8 % HAMUEHOM NOIUAKPULAMUOHOM
eene (IIAAI) ¢ nocnedyrowum anaruzom ONuH
AMIAUDUYUDOBAHHBIX @pacmenmos. Io
Pe3VIbMAmam npoeedeHH020 Hamu MOHUMOPUH2A
nonynayuu - aowaoell  apabckou  nopoovl  Ha
Hanuyue mymayuu 6 eene JIHK -3asucumoti
NpOMeuHKUHA3bL C (DNA-PKc) cpeou
UCCIe00BAHHBIX JHCUBOMHBIX He ObLIO BbIBIEHO
nocumeneu SCID. [Inanupyemcs npoodondicumo
UCCAEO08AHUSL HA OpYeUX HONYAAYUAX Jloulaoetl
apabckoil nopoodwl 8 Ykpaune.

KioueBbie ciaoBa: APABCKASA
ITIOPOJIA JIOLIAJIEM,
NMMVYHOJEOULNT, MYTAIIUA, OHK-
3ABUCUMAA IMPOTEMHKMHASA,
[MTOJIMMEPA3HAS HEITHAS PEAKLIA

Baxxknit KOMOIHOBaHUI
imynoaedinur (SCID — Severe Combined
Immunodeficiency Disease) — reHeTHYHO
JeTepMiHOBaHE 3aXBOPIOBAHHS, e

MOIIMPEHE MEPEeBaXHO Yy KOHEW apadChbKoi
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nopoau [1, 2]. OmHak, ciif 3ayBaKHTH, IO
SCID wMoxe crmocrepiratucs TaKOX Yy
MOMICHUX KOHEH Yy 3B’S3Ky 3 IIHPOKUM
BUKOPUCTaHHSIM  apaOCbKol MOpPOaH st
MOKpAILEHHS HILUX.

[lepmi 3ragku mpo 10 XBOpPOOy
naTyroTecss 1960 p., komu Oynau BiAMIiYeH1
O3HaKu IMYHOAE(IIUTY B apaOChKUX KOHEH
aBcTpamiiicekoi momynsamii - [3].  Bmepe
XBOpOOy, SIK CHHAPOM, BIAKPUIIM 1 ONMCAIU
McGuire 1 Poppie y 1973 p. [2, 0]. ¥V 1980 p.
Perryman 1 Torbeck moxazammu, mo SCID B
apaOChbKUX  KOHEM  yCIaJKOBYETbCA  SIK
ayToCOMHa periecuBHa o3Haka [5]. Jlomara
HapO/UKYIOTBCS  370pPOBUMH,  aje  MICIs
JIBOXMICSYHOTO  BIKY, KOJIM  3HHUKAIOTh
KOJIOCTpaJIbHI ~ aHTUTLIA, I1HQIKYIOTbCA 1
MOMUPAIOTh Bl OyIb-sKkoi iHGekuii [0, 6, 7].
Baxxkuit KOMOIHOBaHMI iMmyHOTe(PIITUT
(SCID) xapakTepu3yeTbcs MOBHOIO BTPATOIO
KIITUHHOTO Ta TyMOPaJbHOIO IMYHITETY,
BHACJIZIOK YOro XBOpl TBApUHU CTalOTh
CHPUWHATIUBUMHU /10 OYIb-SIKUX 1HQEKIIHHUX
3axBoproBaHb. SCID mnposiBiseTscs nuiie y
FOMO3BUIOTHOMY CTaHl1 1 XapaKTepU3YEThCS
100 %  cmeprHiCTIO, TOpU  IBOMY
reTepO3UTrOTHI TBAapUHU HE MAlOTh HISIKUX
(EeHOTUIOBUX NPOSBIB XBOPOOU 1 SBIISIOTHCS
Hocismu SCID [0].

ImyHonediuuT KOHEHl € HacIigKoM
peniecuBHOi ayrocomuoi mytariii B reni JJHK-
3anexxHoi nporeinkiHazu C (DNA PKes —
DNA dependent protein kinase catalytic
subunit), MO TPU3BOIUTH O BTpPATU il
(dbepMeHTaTUBHOI aKTUBHOCTI, OJOKYyBaHHS
KJIFOYOBOTO TIporiecy B jAo3piBanHi B- 1 T-
niMponuTis 1, SIK HACJIJIOK, bi o)
iIMyHOAEPILUTY [9]. MouJiekynsipHOIO
ocHoBoto myrauii SCID e neneuis n’satu nap
HYKJICOTHIIB 13 KaTaJIITUYHOI CYyOOIWHUII
JIHK-3anexxnoi mnporeinkinazu C. Myrauis
MPU3BOAUTH 10 3CYBY PaMKH 3UUTYBaHHS B
KoJIoH1 3155 TpaHCKpunTy, IO HPU3BOJIUTH
no Btpatu 967 aminokucinotu 3 C-kiHI,
SKUW BKIIOYae UM ¢GochaTuaIuIiHO3UTOII-
3-KIHa3HUI JIOMEH, pOoOIsYM TaKUM YHUHOM
neaktuBHOIO DNA-PKc. Ilporeinkinaza C e
OJIHUM 3 HaWBaXJIMBILUX (EPMEHTIB, L0
Oepe yuyacTh B 1epedyZ0Bi CETMEHTY IeHy Mij
yac cuHTe3y B- 1 T-KIITMHHHUX pelenTopis.

Buacninok BTpAaTH (yHKIIOHATTBHOT
aktuBHOCTi JIHK-3anexnoi mporeinkinazu C

B110yBa€eThCs YaCTKOBE 0JI0KyBaHHS
pexombOinauii V  (D)J cermentiB —
aiMbouTocenuGIUHOro IIpo1eCy,
HEOOXIZHOTO Uil eKCHpecii aHTUI'e€HHHUX

peuentopiB Ha B- 1 T-kmitnnax. Lei nedext
y pekomb6inamii V (variable), D (diversity) i J
(joining) CErMEHTIB reHy 0510Ky€
madepenmianiro B- 1 T-mimdoruTie, 110
BHUKJIMKa€e imyHOaeiuT [9].

Y 1997 p. naboparopis VetGen
(Michigan, USA) posnoyana TecTyBaHHS
apaOCbKUX 1 TMOMICHUX KOHEH Ha MpeaMET
HasBHOocTl Mytanii SCID. 3 1997 no 31
rpyaas 2011 p. Oylo HOpPOreHOTUIOBAHO
ouremre 10000 romiB, 3 sxux 15,73 %
BusiBmiMcs Hocisimu 1 0,30 % — xBopumu
[00]. Onmnak, B YkpaiHi 10 1IbOro 4Yacy He
Oynu JOCHIPKEH1 TBApUHU apaOChKOT MOPOIH.

Mera  poboTH —  TEHETHYHHIA
MOHITOPUHT  KOHEH  apaOChKOi  MOpoau
SripHUIBKOTO KIHHOTO 3aBOJy HA HasIBHICTh
myrauii SCID.

Marepiaim i meToau

MarepianoMm s AOCTDKEHHS Oynu
BOJIOCSHI (pOJIIKYJIM KOHEW apaOChKoi mopoau
(n=16), mo Hanexarb SrUIBHULIBKOMY
KIHHOMY 3aBOY (c. Haripsinka,
TepHoninbcbka 0071.). BuminenHs reHomHOT
JHK mnpoBomunu 3a METOAMKOIO cOpOIii
JHK wna cumimii okcuai [12] 3 BmacHuM#M
MoAU}IKAIISIMU.

[IJIP mpoBoaunu Ha amiutidikaTopi
«Tepuuk» 3a TakuM  TEMIIEpAaTypHUM
PEKMMOM: ITOYATKOBA JIeHaTypalis — 4 XB 3a
94 °C; 36 mmkmai: 20 ¢ 3a 94 °C, 20 ¢ 3a
56°C, 20 ¢ 3a 72 °C; TepMiHaibHA €JIOHTAIIS
—5xB3a72°C.

Peakuiiina cymim 06’emom 20 MKI
mictuna: 67 MM Tris-HCI1 (pH 8,8), 17 MM
(NH4)2S04, 0,01 % Tween-20, 0,2 MM dNTP,
1 ox. Tag-nomimepasu, 100 Hr reHomHOT
JHK, 2,0 MM MgCl, ta 0,3 MmxM npaiimepis.
Hyxneotuani nociiioBHOCTI npaiimepis Oyiu
HACTYITHUMU:
GTTGGTCTTGTCATTGAGCTG i
GCATCCGGATATCTGTTTGTC.
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Enexrpodopernune PO3IUICHHS
OPOAYKTIB amrntidikamii mpoBommwm y 8 %
HAaTUBHOMY MOJTIaKPUITAMTHOMY renm
(ITAAT) 3a Bukopucranus 0,5xTBE-Oydepa.
[Ticnst  3aBepmieHHs  enekTpodopesy reib
o0poOmsuim Opomuctum  etumiem (0,5
MKr/Mi), 1 potorpadyBasm [TJIP-tipoaykTy 3a
nonomororo  BigeocucreMu  GelDoc  XR
System 3a BUKOpHCTaHHS MPOTPAMHOTO
nakery Quantity One (BioRad, CIIA).
MonekynsipHy Macy [TJIP-ipoaykTiB
BH3Havaau 3a Mmapkepom GeneRuler 20 bp
(Fermentas, JIutga).

Pe3yabTaTH if 00roBopeHHs

Ockinbkn  mpuumHoto  SCID €
Bumaginas S5 bp B reni JIHK-3amexnoi
NpOTEIHKIHA3W, MO0  TPU3BOAUTH [0
nepemryacHoi TepMiHamii  TpaHckpumii [ 1,
11], mMum 3acTocyBajiM IOCTaTHBO MPOCTHI
METOL BUSBJICHHSA MyTartii SCID,
BHKOPUCTOBYIOUH cIlelupidHi mpaiimepu, 3a
JIOTIOMOT OO0 SIKMX aMIUTIIKy€eThCs
HEOOXTHUH (parMeHT reHy po3mipom 136
a6o 131 mH. y 300pOBHX Ta MYTaHTHUX

0COOWH BIAMOBIIHO. Y pe3yNbTaTi PETEIHHO
MPOBEACHOTO eNeKTpodope3y He BHABICHO
BIIMIHHOCTEH MDK JOBXXKHHAMH ()parMeHTIB,
aKi O CBITYMJIM TIPO HASABHICTH JAeNerii i
TaKuM YHHOM po MIPHUCYTHICTH
rerepo3urotiux ocobun (pumc. 1). Omxke,
pe3yiabTaTd  JOCTIDKEHb IOKa3ylTbh, MIO
cepel JOCHIDKEHUX TBApWH HEMae HOCIB
SCID.

3a  pBBHUMH  JaHHUMH  YacToOTa
MYTaHTHOTO  aJlelsi 3HAa4yHO  Bapiloe B
3aJe)KHOCTI Bim periony. bmamssko 89 %
apaOChKMX KOHEH 3 PpIBBHUX KpaiH €
npuxoBanuMu Hocismu SCID, sKuX MOXKHA
BUSABUTH Jjuiie 3a jgomomoror JIHK-
texHosorii [1]. BcecBitHs opranizaiis
apabcrkux koner (The World Arabian Horse
Organization — WAHO) He 3ampoBamxye
000B’SI3KOBOTO TECTYBaHHS apabCHKUX KOHEH,
HE BBOJIUTH HISKHX 0OMEKEHB JI0 PO3BEICHHS
it HociiB SCID, ane miarpuMye KOHIEHITIO
JTOOpPOBUTLHOTO ~ TECTYBaHHS,  BHSBIICHHS
HOCIIB Ta 3a0X0Yy€ KOHCBJIIACHUKIB 1
CEJICKITIOHEPIB JIO I[HOTO.

100 m.H.

60 1.H.

40 m.H.

M112345678910111213M2
AL LY LA

L e e ol g o e ol e e e 0l 00 oy

50 m.H.

Puc. 1. EneKTpOQ)opegpaMa pesynsTaTis I1JIP-ananizy ¢pparmenty DNA-PKc: M| — Mapkep MoJeKyIapHUX po3MipiB
eneRuler 20 bp., M, — mapkep mMonekynsapaux po3mipiB GeneRuler 50 bp
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Hopsesbkoro acomiamiero apaOChKUX
koHer y 2009 p. Oynu mpoBeeH1 100poBUTbHI
nociikeHHs. Cepen 16 mporeHOTUIOBAHUX
TBapuH  HOCciiB  He  BusBiaeHo  [00].
CKpuHIHTOB1 JOCHKEHHS Oynu 3A1iCHEH1
Iactutyrom reneruku 1 tuwmronorii HAH
butopycii B 2008 p., 3 56 apabcpkux 1
MOMICHUX KOHEH HOCIliB 1 XBOpUX HeE
BusBIeHO. Y 2005 p. mporeHotunoBano 128
apabcbkux koHe y CIlOBeHIi, MyTaHTHUX
TBapuH He 3HaiaeHo [3]. Y 2008 p. BueHUMU
3 Mapokko (Piro M., Benjouad A. et al.)
cepen 353 apaOChKMX Ta MOMICHHX TBapuH
Oyno inentudikosano 21 nociit SCID [11].

BucHoBxku

3a  pe3yiabTaTamu IIPOBEJIEHOTO
MOHITOPUHIY HOMYJSLIl KOHEW apabchKoi
mopoayd Ha HasBHICTH Mytamii B reHi JJHK-
3anexHoi npoteinkinazu C (DNA-PKc) cepen
JNOCIPKEHUX TBapUH He OylIo BUSIBJICHO
HociiB SCID. BpaxoByroun IMOBIPHICTb
IMIIOPTY HA TEPUTOPIIO YKpaiHU apaOChKUX
KOHEH Ta HEOOXITHICTh KOHTPOJIIO
MOIIKMPEHHS IILOTO 3aXBOPIOBAHHS, BBAXKAEMO
nouvibHUM npojaoBxutu [1JIP-niarHoctuky
myrauii SCID.

IlepcnexkTuBn NOJAJIbIIHX
pociailkenb.  Ilmanyerbcs — mpoOJOBXKUTH
JNOCIPKEHHSI Ha IHIIUX HOMYJALIAX KOHEH
apabcbKoi mopou B YKpaiHi.
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