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VpCDAHI/lLl PenpoayKTuBHble NnoTepu
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AbopTbl (%) — 3,43 [3,14; 3,73]
MepTBopoxaaemocTb (%) — 4,18 [3,96; 4,41]
PaHHAA nOCcTHaTa/bHaA cMepTHOCTb TenAaT (%) — 4,92 [4,38; 5,48

O

NHbeKUNOHHbIe paKTOpPbI

HenHdpeKkuMoHHbIe paKTopbl
(TemnepaTtypHbIn cTpecc, O35,
ropMoHa/ibHass He4OCTAaTOYHOCTb,

TOKCMYecKoe Bo3aencTesme u T.4.)

[eHeTHMYecKne daKTopbl



lVDCDAHVlU. [eHeTUYeCKU geTepMMUHUPOBAHHOE

3aboneBaHue 2§:§

— 3TO HacneacTBeHHO obycnosneHHoe 3aboneBaHue, BbI3BaHHOE
nameHeHnamum [AHK, npusopauiee K pa3BuUTUIO NAaTONOrMYeCKUX
npoueccoB B OpraHM3me NOTOMCTBA U HeXXenaTesibHOE C TOYKMU
3peHUuA 340p0BbA NONYAALUN

PeweHune Konnernn EBpa3ninckom sKOHOMUYECKOWM

Komuccum ot 2 noHAa 2020 1. N 74 «O6 yTBEpPKAEHUM
CIK [TonoxeHna o NpoBeAeHUN MONEKYNAPHON reHeTUYEeCKOM

3KCMepTU3bl NAEMeHHOM NPOAYKLUN rocyaapcTB — YNEHOB
EBpa3nMinCcCKOro SKOHOMMYECKOTO COto3a»

AwnarHoctuka LoF — myTtauuii (loss-of-function, norepa ¢yHKuum reHa) —
KNOYEBOM 3/1eMEHT B CUCTEME reHETUYECKOTrO MOHUTOPUHIa KPYnHOro
pOI'aTOI'O CKOTAa [ [EHHBIE MYTALMK ]
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VpCDAHVILL ZW”O”WH”'”H FONWTUHM3UPOBAHHOIO  YepHO-
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PC1 (32%)

YpoBeHb reHeTuyeckon agnddepeHumaumnm ronlTUHCKUX BbIKOB - MPOU3BOAUTENEN U
TEeNnAT, poXAeHHbIX B CBepA/I0BCKOM 061aCTU, CTAaTUCTUYECKM 3HAYMMO HE OT/IMYaEeTCA
OT HOAA, YTO MNO3BOJIET CYMTATb PA3BOAMMbLIA HA TEPPUTOPUMU PErMoHa KPYMHbIN
poraTbi CKOT NPUHAANEKALLMM K FONLWTUHCKOW nopoae
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\/':)C[)AHI/"_'I CKPUHUHI permoHanbLHOU NnonynsiLumMu KpynHoro

YpansbCKWi hesepasbHbIf arpapHblit
Hay4Ho-nccaeA0BaTeALCKVIA UueHTp YpQO PAH

IlepedyeHb reHETHYECKU AETCPMUHHUPOBAHHBIX 3a00I€BaHUM
(Pewenue Konneeuu Eepaszutickoti 3koHOMU4eCKOU KOMUCCUU

poraToro ckota Ha reHeTU4eckKku
neTepMUHUPOBaHHbLIE 3aboneBaHus

om 2 utonus 2020 2. N 74)

N feHeTU4YeCcKH
n/n AeTepMUHUPOBaAHHOEe HaumeHoBaHue (gedeKr) OMIAID

3abonesaHue
1 HCD FONILTUHCKMIM ranaoTuM, aCCOLMMPOBAHHbIN C 001965-9913

aednumMToMm XonectepuHa

2 BY H6paxmMcnnHaNbHbIA CUHAPOM 000151-9913
3 HH1 FONWTUHCKMIA ranaoTtun 1 000001-9913
4 |HH2 FONILWTUHCKMI ranaoTun 2 001823-9913
5 HH3 FOIWTUHCKMIM ranaoTtun 3 001824-9913
6 HH4 FONILWTUHCKMI ranaoTtun 4 001826-9913
7 HH5 FONILWTMHCKMIM ranaoTun 5 001941-9913
8 HH6 FONILWTMHCKMI ranaoTmn 6 002149-9913
9 |[BLAD AednumT nerKkoumTapHoM aare3mm 000595-9913
10 [CVM KOMMNEKCHbIA NOPOK NO3BOHOYHMKA 001340-9913
11 |DUMPS aednunt ypuamHmoHodocdpaTcnHTasbl 000262-9913
12 (BC UUTPYNSTMHEMUA 000194-9913
13 |FEXID aednumt dpaktopa Xl (oaAMHHAALUATL) KPOBM 000363-9913
14 |MF CUHOAKTUINA 000963-9913
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)YpMAHMLL

YDBALCKHA DEAEDBALHLIA ArDAPHLIA
HaY|HE-MCCABATBATRALCKHA URHTR YPO PAH

Cumson
APOB

FANCI

APAF1

(IFT80)

SMC2

GART
TFB1IM

ITGB2

SLC35A3

UMPS

FXI

HanmeHoBaHue

AnonunonpotenH B (aebnunt xonectepmHa; cholesterol
deficiency haplotype, CDH)

AHemuna DaHKOHM, KOMNAEeMeHTapHas rpynna |
(6paxucnumHa; brachyspina syndrome, BY)

daKkTop 1, aKTUBMPYOLWMI anonNTUYECKUE NPOTeasbl;
apoptic protease-activating factor 1

Benok CTpyKTypHOM NoaaepKku Xxpomocom 2

dochopnbosnarMumHamma-cuHTeETa3a

MWTOXOHAPWANBbHBIN TPAHCKPUNLMOHHbLIN paKTop Bl

B-UHTerpuH (gedpuumt nemkoumtapHoit aaresmm; bovine
leukocyte adhesion deficiency, BLAD

YneH A3 cemeincTBa TPAHCMOPTEPOB PACTBOPEHHbIX
BewecTB 35 (KOMMNEKCHbI NOPOK NO3BOHOYHMKA;
complex vertebral malformation, CVM)

YpugmHmoHodocdaTcuHTasa (aedpmunt
ypuamHmoHodpocohaTcuHTasbl; deficiency of uridine
monophosphate synthase, DUMPS)
Dednumnt 11 pakTopa cBEpPTbIBAHUA KPOBU

UnTtpynanHemmsa

NHcepuma 1.3 k6

Ldeneuns
(V877Lfs27X)

C->T (Q579X)

(p.Leu381fs)

T->C (F1135S)

A->C (N290T)
138 kb Oeneuusn

A->G

G->T (V180F)

(R1247X)

76 n.H. NHcepuma

C>T

eHbl U NOKanusauusa cooTBeTCTBYOLWMX Lof-MyTaumum

(Kipp S.2015),
(Menzi F 2016),
(Charlier C.2016)

(Agerholm J.S.,
2006), (Charlier C.
2012)
(Adams H.A.
2012)

(Ortega M. S. et al
2022)

(Mc Clure M.C,,
2014) (Daetwyler
H.D., 2014)
(Fritz S., 2013)

(Cooper T.A,,
2013) (Schiitz
E.,2016)
(Shuster
D.E.,1992)

(Agerholm J.S.,
2003)

(Shanks R.D.,
1984)

(Marron B. M. et
al.2004)
[J. L. Robinson]
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)YpMAHMLL

YDBALCKHA DEAEDBALHLIA ArDAPHLIA
HaY|HE-MCCABATBATRALCKHA URHTR YPO PAH

deHoTMNMUYECKNE NPOABNAEHUA TeHETUUYECKUX HapyLUeHUM

S “

AGOPT B NEepBbI TPUMECTP CTE/IbHOCTU

OMbpMOHanbHaA cMepTHOCTb AN abopT A0 HacTyneHna 60-ro AHA CTENIbHOCTH

3Mb6pMOoHanbHaA CMepPTHOCTb B TEYEHWE MNEPBOro MecALa CTe/IbHOCTH

MpepbiBaHMe 6epeMeHHOCTM HA pPa3HbiX CPOKAX, POXKAEHME HEXM3HEeCnocobHOro mnu
60/1bHOr0 MO/MIOAHAKA, aHOManuA cKeneta (HenpaBUAbHOE pPa3BUTME MO3BOHOYHbIX
ANCKOB, Aedopmauma Nan OTCyTCTBUE NO3BOHKOB, CKOIMO03, KNDO3 N Apyrve N3MeHeHus),
MHOTAA CHUXKEHME KMBOM MaccChl, aTPOodMA MbiLLL, Ha NEPEeAHUX U 3aAHUX KOHEYHOCTAX
Yawe Bcero 3aKaHYMBAETCA /ieTasibHbIM MCXOAOM B MNEpBble MEeCAUbl KU3HU Tenart,
npofABnAacb ocnabneHnem MMMYHHOro oTBeTa Ha MHPEKLMOHHbIE areHTbl (HapyweHnem
OCHOBHbIX  QYHKUMMA  NEeMKOUMTOB, OCTPOM  HeuTpoduanen, U3MeHeHUAMM B
CbIBOPOTOYHbIX 6enKax), HapyLeHUAMN B AbIXaTeNbHOM M MULLEBAPUTENbHOM CUCTEMAX
(bpoHxonHeBMOHMEN U ancnencuen baktepruanbHOM 3TUONOTNK)

Y nopa)eHHbIXx ocobein yBennYMBAETCA BpPEeMs CBEPTbIBAHWSA KPOBW, CHUXKAETCA
MMMYHHbI OTBET N YPOBEHb GEPTUNBHOCTM, MOBbILIAETCA BOCMIPUNUMUYUBOCTb K BUPYCHBIM
N BaKkTepmanbHbIM MHPEKUUAM (BKAKOYAA MacTUT). MOXKeT NoABAATLCA KPOBb B MOJIOKE U
aHemus.

Y reTepo3unroTHbix ocobelt HabnwogatoTcs merabnacto3 TKaHel (Hanpumep yBennyeHue
pa3mepoB 3pUTPOLMTOB), B TO BPeMsi Kak romo3nrotbl nornbatoT B nepsble 40 aHel
3MBpPUOHANBHOIO Pa3BUTMA, YTO MPUBOAMUT K ANIOBOCTU, AJIMTENBHOMY MEXKOTE/IbHOMY
WMHTEpBaNy N HEBO3MOMXKHOCTU OCEMEHEHMA.




v VpCDAHVI

e Dt TUNn4yHble KINHUYECKue nposaBneHna CUHAOPOMa
p,ecpuuma XonectepuHa y TeJiku royiLUTUHCKOWM nopoabl

HCD (haplotype cholesterol deficiency) - =

FONAWTUHCKMIA  rannoTun, acCcoUMMPOBAHHbLIA C =
nepmunMTOM XonectepuHa. B HacTosilee Bpems B
Pa3HbIX  CTPaHAaX OYeHb  BbICOKA  CTEMEeHb
pacnpocTpaHeHna AaHHOro peLeccMBHOro aedexra
B FONWTUHCKUX cTaaax —oT 5 Ao 17 %.

KnnHuuyecKkaa KapTuHa cMHApoma y 601bHbIX TeNAT (romo3uror):

- OTCTaBaHWE B POCTE M PAa3BUTUU, KaXeKcua

- uamonatuyeckas Aunapes, HenoadalowaAaca MeaUnKaMeHTO3HOMY
NIEYEHMUIO

- TUMNOXONECTEPUHEMMS WM OTCYTCTBME XONECTEPUHA B CbIBOPOTKE
KPOBW, MOHUMKEHHbIN YPOBEHb reMor/iobnHa, 1eMkounTos

- rmbenb TeNAT B nepBble AHU NN MECALbI }KU3HU
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Yp@AHUL,

YpaabcKWil heAsepaabHbIA arpapHbIi
HBYYHO-MCCABACBETEALCKMI LEHTP YpO PAH

TunnyHbIe KNMHNYECKNE NPOoABIIeHNs OpaxucnuHanbHOro
CUHAPOMA Y TENKU rosilUTUHCKOWN Nopoabl

BY (Bovine Brachyspina Syndrome) — cuHapom
6paxmcnmMHa  (KOPOTKMI  MO3BOHOYHMUK)  —
reHeTU4Yeckoe 3aboneBaHue, KOTOPOE BMepBble
6110 3apernctpmposaHo B JaHuu B 2006 roay.

KnAnHnueckaa KaptuHa cMHapoma y 601bHbIX Tenar:

- 3HAYMUTENbHOE CHUMKEHUE KNBOMK MaCChI

- YKOpOYeHMe MO3BOHOYHMKA, BbIPA*KEHHbIN CKOMMO3, NOPOKU Pa3BUTUA NOYTU
BCEX MO3BOHKOB

- YA/IMHEHWE NepeaHUX U 3a4HUX KOHEYHOCTEN

- BpaxmnrHaTnam (HUKHUIM NPUKYC)

- HapyweHune pPa3BUTUA BHYTPEHHUX OPraHoOB (aTenekTas nerkux, rmneptpodun
CTEHOK, AnNaTaLmnA NONOCTEN cepaLa, CMELLEHME a0opPTbl, AUCNAA3MA NOYEK) 9



aaaaaaaaaaaaaaaaaaaaaaaaaa
HayHHo-ccheAOBaTeALCKMI LigHT YpO PAH

)(VPCDAHV‘U- PacnpocTpaHeHWe reHeTUYeCcKku AeTEPMUHUPOBAHHbIX
3aboneBaHMn cpean ObIKOB-Npon3BoaANTENEN
[Ansa  aHanuMsa WMCNonb30BaAW  AaHHble, MNpPeACTaBAeHHble Ha  CcauTax
OPraHM3auMn-rnoCTaBLMKOB CNEPMONPOAYKLUMM, a TaKXKe Ha canTte ObIkn.po.
Boibopka coctaBuna 901 KMBOTHOE.

LoF-myTranus Hocutenu He
TeCTUPOBaHHbIE

HH1 4 1
HH2 6 23
HH3 5 10
HH4 3 1
HH5 17 35
HH6 25 0
CVM 0 273
BLAD 0 282
DUMPS 0 313
FXID 0 2
HCD 4 427
BC 0 2 10



\YP®PAHW o
‘ G MaTepuanbl U meToabl UCCNef0BaAHUN

Mpn aHanu3e reHoTUNOB MNEMEHHbIX KOPOB, HETenerh U TeNOK MPOBOAUAUN OLEHKY
4acTOT BCTPEYAEMOCTU OAMHHAALATM MYTaLUN, aCCOUMMPOBAHHBLIX C FEHETUYECKUMMU
3a60n1€eBaHUAMMN XKUBOTHbDIX:

e BLAD 1 CVM - wucnonb3oBanu roToBblM KOMMeEpPYECKU Habop peareHToB AnA
onpeaeneHns KOMMAEKCHOM aHOManMu No3BOHOYHMKa (CVM) wu  pedunuuta
nenKkoumntapHou aaresmm (BLAD) y KpynHoro poratoro ckoTta (OO0 «CuHTON», Poccusa);

* HCD, DUMPS, BC, FXID, BY, HH1, HH3, HH4, HH5 - nccnheposaHMA NnpoBOAUAM Ha
OCHOBE AM3aliHa O/IMFTOKYKNeoTMa0B, MoagnduKaumum n ontummusaummn npotokonos MMLP,
npeanoxkeHHbix F. Menzi ¢ coasT. (2016 r.); C.B.TionbknHbim (2019 r.); B.M. Marron ¢
coaBrT. (2004 r.); C. Charlier c coasT. (2012 r.); A. Khatib c coasT. (2020 r.).

HCD_FW: 5-GGT GAC CAT CCT CTC TCT GC-3 BY_WT-F: 5-TGTTAGCCCAGCAGAGGA-3

HCD R:5- AGT GGAA CCC AGC TCC ATTA -3 BY WT-R: 5-ATTCTGAATCCACTAGATGTC-3
HCD—FM: 5-CAC CTT BY M-F: 5-GCACACACCTATCTTACGGTAC-3

BY_M-R: 5-GGGAGAAGAACTGAACAGATGG-3




VpCDAHVlLI.

n¢ A D
Dl prDPAH

6" 7~ 89" O 1 O 11 SR28N 1314815

O6pasupl c Homepamu 1-13, 15-24
COOTBETCTBYHOT 340POBOMY FreHOTUNY
(pa3mepbl pparmeHToB 249 n.H.).
O6paseuy 14 — HocuTenb myTtaumm HCD
(pa3mepbl pparmeHToB 436 n.H.).
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neKtpodoperpamma lMNLP npoayKra npum
anarHoctuke FXID n HCD

1-11, 13-16
reHoTuny

Obpa3ubl C HOMepamwu
COOTBETCTBYIOT  340POBOMY
(pasmepbl dparmeHToB 244 n.H.).
Obpasey, 12 — HocuTenb mytauum FXID
(pasmepbl pparmeHToB 320 n.H.).

«M» - pasmepHbI CTaHAAPT C «Larom» B
100 n.H. (o1 100 ao 1000 n.H.).

21 22 23 24 M



YP®OAHUL,

Ypanbcmn dJEA.epaAbeln arpapHbli
A ueHTp ¥YpQ PAH

Yactota HocuTtenen LoF-myTtaumin,%




\YPDAHW YacroTta pacnpoctpaHeHua annena CVM B nonynauumax

nnnnnnnnnnnnnnnnn \bHEIfl 3T DEPHEIA

B D KPYMHOro poratoro CKOTa ro/IiliTMHCKOM Nopoabl
Pa3amep YacTtoTa HocuTenem fog ny6amkaumm
PernoH
BbIOOPKM CVM, %
BocTtouHas Pecnybamnka Ypyreawm 383 2,1 2021
342 2,92 2011
Kutalickas HapogHas 587 9,54 2012
P 6
SIS 390 2020
p 6 5 480 0,4 2017
ecnybaunka benapyco 600 17 2020
3979 2,56 2021
Pecnyb6auka Monblia 1823 2013
415 3,13 2010
1842 2,77 2011
3149 2,06 2012
Poccuiickaa ®epepaums 488 2,0 2013
155 2015
676 2015
1697 1,0 2020
TypeuKas Pecnybnnka 350 3,42 2010 14
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7\YpDAHU Yacrora pacnpocrpanenust myrauuu BLAD B momyssiipusix

¥paabLCKKA BeAePaALHE R 3T PADpHEIA

| HEY<HG-HCEABAOBATEALEKHA LTS Y50 PAH

PervoH Pa3mep BbIOOPKU YacTtota Hocutenen BLAD, % oA
nyb6anKaumm

BocTouHas Pecnybanka Ypyreau 383 1,04 2021

587 1,36 2012

Kutaiickaa HapoaHasn 390 0,5 2020

Pecny6/ma 1633 0,37 2021

2549 3,00 2015

Pecnybavka benapycb 480 2017

600 5,0 2020

3979 0,65 2021

Pecnybnanka Mhana 1250 3,23 2007

415 0,96 2010

136 1,47 2010

1566 2,17 2011

Poccuinckas ®egepaumsa 2326 181 2012

237 0,84 2014

676 6,1 2015

155 2,6 2015

1698 2020

2025 @ 1992

CLWA 815 13,3 1996

6400 8,2 1996

Typeugkas Pecnybnnka 350 4,0 2010

710 N AQ "<D1 A



.\.VDCDAHVI uuuuu OTCVTCTBME AO0/TXKHOIFro KOHTPOA NO BbiIAB/NI€HUIO HoCcUTeneu

‘ reHeTUYeCKUX HapyLueHui

Ilpumep 1. Cnywan pacnpoctpanenuss DUMPS B ceBepHO-amepukaHCKoH
NOMYJIALIMA  KPYIMHOTO POraroro CKoTa TOJMIUTHHCKOW Topoabsl. B pesynsrare B
CeBepHoii AMepuke cpenu 3641 mpoTecTUPOBaHHBIX OCOOEH OBLIO BBISBICHO 985
reTepO3UroT II0 pelecCUBHOMY aiento. B To ke Bpems B EBpome ObLIo

npoTunupoBano 1226 u BeisBiIeHO 585 HOcuTeNnel. B Xo/1e reHealornyeckoro aHaiamsa

OBLIO YCTAHOBJICHO, YTO OOJIBITUHCTBO HOCHTEIICH SIBJISIFOTCST TIOTOMKAMU BBIAFOIIIXCS
osikoB Happy- Herd Beautician u Needle-Lane Jon-Red.

Ipumep 2. Cayyaii pacnpoctpanenns BC (uuTpy/ummHeMus) B aBCTPaTMACKON
HONYJIAIIMM  KPYITHOTO  POraroro ckota. IlpuymHa — HCHONB30BaHHWE ObIKa
npomsBomuteas Linmack Kriss King u ero moromkoB. Ilpu mcciemoBanuu OBIKOB -
HPOU3BOIUTEIICH TIEMEHHOTO MPEANPHUITHS 110 UCKYCCTBEHHOMY OCEMEHEHHIO, OBLIO
BeIsiBIIcHO 13 Hocureneit m3 97 wmccnenoBaHHbiX. Oxono 10% ocobeit KpyImHOTo
poraroro CKora SBISUIUCH HOCHTCISIMU PEIICCCHBHOIO ayuieis, a Kaxabii 250-i

TEJIEHOK ObLIT HOCUTEIEM JAaHHOTO 3a00JIEBaHUS. .
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BbIBO/bl

1. Mpobnema HannumMa MyTauun, acCOLUMPOBAHHDBIX C
reHeTUYeCKM [AeTePMMHUPOBAHHbIMK 3aboneBaHUAMU U
bEepPTUNBHOCTBIO aKTyaslbHa ANA MOJIOYHOFO CKOTOBOACTBA
YpanbCKOro pernoHa, MNO3TOMy CAeAyeT  npoBOAUTb
NOCTOSIHHYO paboTy, HanpaB/eHHYO Ha BbiABNEHUE ocoben,
HeCyLUX NOTEHLMAIbHO ONACHbIE ansiefibHble BapUaHThbI.

CornacHo npoBeAeHHOMY AuTepaTypHoOMy 0630py,
NONYYEHHble HaMW JAaHHble O4M3KM N0 3HAYEeHUsIM K
CpeaHUM Mo pe3ynbTaTam 3apyberkHbIX U OTeYeCTBEHHbIX
nccnenoBaHni. JaHHbi GaKT MOXKHO OODBACHUTH TEM, 4TO
ANA  pa3BefeHMA YpPasibCKOM NONynAauMM  UCNONb3YHOTCS
NOTOMKM BblAAOLLIMXCA O6bIKOB-NPOU3BOAUTENEN,
pa3soaumMbIx Ha TeppuTopun CLLA.

2. icnonb3oBaHMe ObIKOB-MPOU3BOAUTENIEN, ABNAIOLLMXCA
HOCUTENAMM EHEeTUYECKNX  aHOMa/Ini, cnocobcreyeT
HACbILLEHWUIO NOKa/IbHbIX NOMY/ALMKA KPYNHOrO poraToro CKota
HeXKeNaTe/IbHbIMU PELLECCUBHBIMU aNnnensimu.

Heobxognmo yuntbiBaTb MHGOPMaALMIO O cTaTyce ObIKOB
— NpPOU3BOAUTENEN, NIEMEHHbIX KOPOB U TENOK Npu nogbope
POAUTENIbCKMX Nap M NJaHMPOBAHMM BOCMPOU3BOACTBA
KPYMHOro poraToro cKoTa.
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YP®AHNL,

YpaAbCKMil beAepanbHLEA arpapHuIi
HaY4YHO-WCCABAOBATEALCKMA LeHTp YpO PAH

KHTaKTb‘I:
e-mail: info@urfanic.ru
Tea. 8(343) 257-20-44, 252-77-99
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