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'PE®EPAT
B 0030pHO#i cTaThe paccMOTPEHbI OCHOBHBIE KIIMHUYECKHE MPHU3HAKK Mapaindya
TOPTaHU U MATONOTHYECKUE U3MEHCHUS, CBA3aHHBIE C HUM U JPYTUMH HEBPOJIOTH-
& uecknvn matonorusmu. Itu HacJIeJICTBEHHbIE HEBPONIATUH cOOaK 00pasyroT rpyi-
/ My JlereHepaTUBHBIX 3a00/I€BaHMIi, OpAXKAIOMIMX JABUraTeIbHbIE U/HUIIK YyBCTBH-
TENbHBIC U BETCTaTUBHBIC MIepU(EepPHUSCKUEe HEPBEI U NMEIOT CXOTHBIE CHMITOMBIL.
AxcoHaJbHBIC (DOPMBI, CBSI3aHHBIC C TCHEPATH30BaHHON MOIMHEBPONaTHEH U TTapa-
JIMYOM TOPTaHH, ONHKCAHBI Y HECKOJIBKUX MOPOA co0ak: JaJMaTHHIIEB, AICKHHCKAX MaJlaMy-
TOB, POTBEWUJIEPOB, J1TaOpa0p-PETPUBEPOB, JICOHOESPTEPOB, CCHOEPHAPOB, UTATBIHCKUX CIIHHO-
JieH, MUPEHENCKUX TOPHBIX CO0aK, MOATATbCKUX OBYAPOK, KOKEP-CIIaHNue e, HEeMEIIKHUX JOTOB,
amMepHuKaHCKUX cTaddopAmMpCKUX TepbepoB, cTaddopaAUpcKuX OyabTepbepoB, OyBbe Jie
@naHap, CHOMPCKHUX XacKH U MX momeced. PaccmarpuBaroTcs T€HBI KaHAWAATHI, aCCOITMUPO-
BaHHBIe ¢ 3a0oneBanueMm: ARHGEF10, RAPGEF6, ADAMTS3, CNTNAPI, DCTNI. Bospacr
Hauana 3a00JIeBaHUsI MOYKET BapbUPOBATh, MPOSIBICHUE MIPU3HAKOB Mapajnya rOpTaHH BO3HU-
KaeT KaK y MOJIOJBIX CO0aK, TaK BCTpPEYaeTcsl U repuarpuieckas ¢popma. [IporHos komimiexca
napaindya TOPTaHHU-TIOIMHEHPONATHH OT OCTOPOXKHOTO N0 HeOiaronmpusTHoro. OmmcaH OJWH
CiIydail 9BTaHa3MU B CBSI3U C HEKYNHUPYEMOH peryprutauueil 1 acnupaldOHHON MHEBMOHUEH.
HekoTopbie aBTOpHI yKa3bIBalOT Ha BOSMOYKHYEO ACCOIMAIINIO 3200JIEBaHMSI C OSITBIM OKPacoM
IIepCTH. Y CTAaHOBJICHO JBAa OCHOBHBIX THIIA HACJIEOBAHMS Mapajnda TOPTaHU y coOak — ayTo-
COMHO-PELIECCUBHBII M PELECCUBHBIN CUEIJICHHBIN ¢ X-XpoMOCOMO#l. Y 4YelloBeka M3BECTEH
JIOMUHAHTHBIN THUIT HACJICAOBAHU TaHHON aHOMAaNNK. PaHHSS THarHOCTHUKA TTO3BOJIUT HICHTH-
(uIpoBaTh HACNIEACTBEHHBIN XapakTep Mapajnya TOPTAaHH, CHU3UTh YAacTOTy MPOSBICHUS
TSOKETBIX (OpM 3a00JIeBaHHS MIPH CBOSBPEMEHHOHN XUPYPIHUSCKONW KOPPEKIHH XPSIICH ropTa-
HU U CUMITOMAaTHYECKOM JIEYEHUH, a TAK)KE DJIMMUHUPOBATH HOCUTEJIEH MYTAaHTHBIX ajuieneit
B IOIMYJSIIUSAX CO0aK, YTO SIBIISCTCS aKTyaJbHBIM HAa CErOJIHSIIHMI JEHb B CBSI3U C PaCIIpo-
CTpaHEHUEM JIAHHOI aHOMAJIMK Y MHOTHX MOPOJI.
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BBEJIEHHUE / INTRODUCTION

Hadji Rasouliha n komnern (2019) onu-
cann napanny ropranu (Laryngeal paralysis
- LP) kak HecrocoOHOCTb OTBECTH YepHajio-
BU/IHBIE XS BO BPEMsI BIOXA, YTO IIPUBO-
AT K YaCTHYHON WM TOJTHOH OOCTpYKITHH
JBIXaTEIbHBIX IMyTEH M MOCIEOYIOIEMY pe-
CHUpAaTOPHOMY  OHcTpecc-cuHApomy  [1].
OCHOBHBIM KIIMHUYECKHM IPU3HAKOM Mapa-
JMYa TOPTaHM SIBJISETCS 3aTPYIHEHHOE JIbl-
XaHHWe, CONPOBOXKAAIOIIEECS «IIYMOM» WM
XpHIIaMH, T.€. MPOTPECCUPYIOUMHA HHCIHPa-
TOPHBIH CTPUIOpP. JlOMOTHUTENBHBIMHA TIPH-
3HaKaMH MOTYT OBITh 3aTpyJHEHHOE IJIOTa-
HHUE, W3MCHEHHsS YacTOThl M KadecTBa Jasd,
BBICOKHH IIIar B aJUTIOPAaX U HECKOOPJHUHUPO-
BaHHas MOXO/Ka, CIIOTHIKAaHHUE, HETIEPEHOCH-
MOCTb (PU3MYECKUX YNpPaXHEHUH u aTtpodus
MblII KoHeuHocTel [2]. [lapanuu ropTanu
BO3HMKACT BCIEACTBHE HapylleHUs (yHK-
IIMM KayJaJbHOTO TOPTaHHOTO HEpBa, YTO
NPUBOANT K TUC(HYHKIUH UYSPHaIOBHIHOTO
Xpsila, OOECHEYMBAIOIIETO IPOXOXKIACHHE
BO3yXa 4epe3 TOJIOCOBYIO INENb B NEPHOJ
B/IOXa M BbLAOXA. B pesynpTare 3TOrO BO3-
JyX HE MOXET IPOXOJIUThH Yepe3 roJI0COBYIO
LIeNb B JIOCTATOYHOM KOJIMYECTBE, U KHUBOT-
HOE WCHBITHIBACT [BIXAaTCIbHYIO HEIOCTa-
TOYHOCTh. YacTo MpHU3HAKHK Iapainda ropra-
HH HE cHenupuIHbl M MOTYT BKIIOYATh
OJIBIIIKY, PBOTY, IIMAHO3 CIM3UCTBIX 000JIO-
4ek, OeCIOKOUCTBO U BO30ykaeHHe. Tak kak
JIBIXaHUE Y4acTBYeT B oOIIeil TepMoperyss-
UMM OpraHu3Ma, CO0aKM IUIOXO MEepeHOCST
kKapy M 4acTO MMEIOT MOBBIIIEHHYIO TeMIIe-
parypy Tena. B HEKOTOpBIX Citydasix BO3HH-
KaeT Kamienb. VHorna 3aboseBaHHE MOXET
MIPOTEKaTh OECCUMITOMHO. YXYJIIAalT Te-
yeHHe 3a0oieBaHMsI Takue (AKTOPBl Kak
OKHpEHHUE, Harpy3KH, MOBBILICHUE TeMIIepa-
TYPBI U BIQXXHOCTH OKPY)KaIOIIEro BO3/1yXa.
MacPhail C. M. (2020) ormeuadn, 4ro gaHHas
MaTOJIOTHS ABJISAETCA Hamboyee pacripocTpa-
HEHHBIM 3a00JIEBaHHEM TOPTAHU Y KOIIEK U
cobak. Y co0ak CymecTBYIOT pa3INYHbIC
¢dopmel LP ¢ pa3HBIM BO3pacToM ycTaHOBIIE-
HUSI KIMHUYECKUX IPU3HAKOB [3].

VY GoJbIIMHCTBA TOPOJ HACIIEICTBEHHBIH
rapajiiy rOpTaHH CBSI3aH C JPYTMMH HEBPO-
JIOTMYECKUMH TATOJIOTHsAMH. Takue Haciel-
CTBEHHBIC HEBpOMaTUM cob0ak o0pa3yroT
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TPYIITy JNereHepaTHBHBIX 3a00JIeBaHUMA, TO-
paKalOMMX BUTATEIBHBIC W/WIH TYBCTBH-
TEJIbHBIE W BEreTaTHBHBIC NepH(epUuecKre
HepBBl M cXoaHbl ¢ matosoruedt lllapko-
Mapu-Tyta y 4yenoBeka, i KOTOPBIX IeHe-
THUYECKas MyTallMsl BBISIBISIETCS OoJiee ueM y
70% manueHToB [4]. YV dYenoBeka yCTaHOB-
JICH ayTOCOMHO-JOMWHAHTHBIA THI Hacle-
JTOBAHUSL.

[lo maHHBEIM MHOTHX aBTOPOB TaKKe
YCTaHOBJICHO, YTO HauOOJIee YacTOW NMpHYH-
HOM Tapajnya ropTaHu y co0aK Takke sBIsi-
I0TCS CMelIaHHble (JOPMBI KOMIUIEKCa Iapa-
Jin4ya TOpTaHu U MPOTrPecCUpyole reHepa-
nmm3oBaHHOW monmHeHponatun (LPPN) y
MOXKHMIIBIX CO0aK KPYMHBIX W THTAHTCKHX
nopoa [2,3]. JluarHo3 cTaBUTCsS Ha OCHOBa-
HUM KIMHAYECKUX IMPU3HAKOB M (PYHKITHO-
HaJIBHOTO OOCIEIOBaHMS, U OODKEH OBITh
MOATBEPIKJICH HSHJIOCKOIUYECKHM HCCIe0-
BaHMEM TOPTaHM IO/ aHECTE3MeH Ui Hc-
KJIFOYCHUS JPYTHX 3a00JIeBaHUM, HarpuMmep,
HEOIUTa3WH TOPTaHH, OITYXOJH WK KOJUTarca
TOpPTaHU, KOTOPBIE MOTYT UMHTHpOBaTh LP
[5]. B Hacrosmiee Bpems paspaboTaHa reHe-
TUYeCKasl TUAarHOCTHKA C BBITBICHUEM HOCH-
TeJIel MYTAHTHBIX ajuleedl T€HOB KaHIWUa-
TOB.

Hacnencreennsie GopMbI ¢ paHHUM IPO-
SIBJICHUEM OBUIM 3aperucCTpUpOBAaHBl y He-
CKOJIBKHX TIOpoJ cobak. AkcoHanmbHBIE (op-
Mbl IMSN ¢ renepanu3zoBaHHBIMU KIIMHUYE-
CKAMU TPHU3HAKAMHU U TapajndoM TOpPTaHU
ommcanbl y nmanMaTwHIeB (Braund et al.,
1989b, Braund et al., 1994a) [6], amsickuH-
ckux ManamytoB (Braund et al., 1997), pot-
BeiiepoB (Mahony et al., 1998 ), neondep-
repoB u cerbepHapoB (Shelton, G. D.et al.,
2003, Granger N., 2007), ATaTbIHCKUX CITH-
noyieit (Shelton G. D.et al., 2004) [7], nu-
peHelickux TopHBIX cobak (Gabriel A.et al.,
2006) [8], moaradbCKUX OBYAPOK, KOKEp-
cnanuenerr (Granger N., 2011) [4], Hemern-
kux noros (Henricks et al., 1987; Granger
N., 2011) [4], amepukanckux craddopa-
IIUPCKUX TEPhEpOB,  CTaPPOPIIIAPCKIX
OynbrepbepoB, OyBbe ae Dmanmp, cubup-
ckux xacku u ux nomeceit (O'Brien JA, Hen-
driks J., 1996; Polizopoulou, Z. S., 2003)
[9,10].
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OCHOBHAS YACTbH
Braund K. G. u xomneru (1994) ycrano-
BUJIM  KOMIUIEKC  Mapajuya  T[OpTaHH-

MOJIMHEBpONaTUH y 14 MOJNOJBIX JAaIMaTHH-
nes. HeBposornueckue mpu3HaKW, BKIIOUAs
Meras3odaryc, HaOmomamuce y 13 u3 14
cobak. DnexTpoMuorpadudeckue HCCIeno-
BaHMS IIOKa3aJd AaHOMAQJIWHM IOTEHIHAIa
(GUOPMIITSIIMY U TIOJIOKUTENBHBIE «OCTPBIE
BOJIHBI» B TOPTaHHBIX, MHUIIEBOJHBIX, JIHIIC-
BBIX W JUCTAJbHBIX  AalICHIUKYISIPHBIX
MbIIIIax. BeisiBieHa HeliporeHHas aTpodus
BHYTPEHHUX MBI TOPTaHW M alICHIUKY-
JSIPHBIX CKeNeTHBIX MbImn. Juddysnas
TeHEpAIIN30BaHHasl TOJMHEHpOIaTus ¢ Impe-
obnazaHMeM aKCOHAIbHOM  JereHepanuu
HaOJI0asach B BO3BPATHBIX TOPTaHHBIX H
aNMeHIUKYJISAPHBIX — MepUupepUuecKux He-
pBax. ['Hcrojornyeckue WCCIeaoBaHUS C
UCIIONIb30BAaHUEM MPENapaToB OAWHOYHBIX
BOJIOKOH M TIOTIEPEYHBIX CPE30B HEPBOB II0-
Ka3aJii, 4TO M3MEHEHUs ObUIH Oolee BBIpa-
JKCHHBIMHM B JINCTAIBHBIX OTZAENaX Iepude-
PUYECKMX HEPBOB C IIPEUMYILIECTBEHHOU
norepeil MUCHWIM3UPOBAHHBIX CPEeIHUX (OT
5,5 no 8 MKM) u kpymHbIX (OT 8,5 mo 12
MKM) BOJIOKOH. YIIbTPacTpyKTypHbIE H3Me-
HEHUsl HaOJIOMAINCh B MHUCITMHU3UPOBAH-
HBIX M HEMUEIMHU3UPOBAHHBIX HEPBHBIX
BOJIOKHaX. TepMHUH «IapUHTCANbHBIN Iapa-
JIUY-TIOJMHEHpONaTHs» ObUT MPEIOKEH IS
0003HAUEHHUsI ATOTO SIBHOTO MPEICMEPTHOTO
PacCTpOUCTBA, KOTOPOE KIMHUYECKH, DJIEK-
TPOQHU3UOTOTHIECKH M MATOJIOTHYECKU OT-
JMYaeTcs OT Mapajiya rOpTaHH y MOJIOABIX
OyBbe ne dmanap u cubupckux xacku. [Ipo-
THO3 JUUIsl TJIMAaTHHIIEB C KOMIUICKCOM T1apa-
JIUYa TOPTaHU-TIONMHEHPONIATHH OT OCTO-
POXKHOTO JT0 HeOIaronpusaTHOTO [6].
Hcrnonb3yss NOJHOTEHOMHOE acco-
[MAaTUBHOE MCCIEJOBAHUE M aHAIU3 TaIuio-
tunos, Hadji Rasouliha S. u xomeru (2019)
COTIOCTABWJIM OCHOBHOW I'eHETHYeCKHi (ax-
TOp pHcKa paHHero Havyana LP y munuariop-
HBIX OyJIbTEpPhEpPOB ¢ MHTEpBaIOM ~ 1,3 MO
Ha 11 xpomocome (CFA - Canis Familiaris
Autosome). Y MHUHHATIOpHOTO OyJbTepbepa
C IIPpU3HAKaMM Iapajir4da TOpTaHU IIPpU IOJI-
HOM CC€KBCHHPOBAHWHU I'€HOMA U CPABHCHUH
¢ 598 KOHTPOJIBHBIX TEHOMOB, ObIlTa 00HAPY-
KEHa MHCepIHs pa3mMepoM 36 ILH. B 9K30HE
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15 rtenma RAPGEF6 (c.1793 1794ins36).
HccnenoBatenn OTMEYAlOT, YTO HECOBEP-
IIEHHAsT  KOppEesiLUsl  TeHOTHUH-(GEeHOTHIT
MIPE/IOJIaraeT CJIOXKHBIH THUI HacIeIO0BaHUS
C OCHOBHBIM TE€HETHYECKHM (DaKTOpPOM pHC-
Ka, BKJIIOYAIOIIMM DELECCUBHBIN aiens
pucka. ['OMO3HTOTHOCTH 1O BCTaBKE ObLIA
cBa3aHa ¢ 10-17-kpaTHeIM yBEIMYEHUEM
pucka LP [1]. Myranus Opuia BBIABIICHA
TOJIBKO Y MHUHHATIOPHBIX OYJIBTEPHEPOB H
Oynerepbepos. [locnenoBareabHOCTS HHCEP-
LIMH COJEPKUT aKIENTOPHBIH MOTHB CILIal-
CHHTa, NPUBOAALIMHA K abeppaHTHOMY
CIUTAaHiCHHTY B TPaHCKpHIITaxX
(r.1732_1780del). DTo mpHBOANT K CABHUTY
PaMK{ CUHUTBIBAHHUS U TIPEKIAECBPEMEHHOMY
cron-koqony p.(Ile587ProfsTer5), ymamsro-
neMy 64% OTKpPBITOM PaMKH CUUTHIBAHMS.
Takum 00pa3oM aBTOpBI MPEAINOJAraioT
BaXHYI0 ponb RAPGEF6 B GyHKuMH rop-
TaHHOTO HEpBa M JAIOT HOBBIM KIIIOY K €ro
¢usnonormueckoMy 3HadeHno [1].

Eme omma w3 ¢opMm HacIeICTBEHHOU
MOJIMHEWPOTIATHH y JICOHOEPTrepoB, BhI3BaHA
FeHeTUYECKUM BapuaHToM B ARHGEFI0),
KonupymomeM (Gpakrop oOMeHa I'yaHHHOBBIX
nykineotunoB 10 [7]. Takum obOpasom, o00a
reHa RAPGEF6 u ARHGEF 10, npenctapmusi-
0T coboif (hakTopel OOMEHa TYaHHWHOBBIX
HYKJIEOTH/IOB, KOTOpPbIE, U 10 MHeHHIO Shel-
ton G. D. u xomrer (2003), BeposiTHO, HEOO-
XOAMUMBI JJIS TIPAaBUIIBHOTO (DYHKIIMOHUPOBA-
HUSL TIepUdeprIecknX HEMPOHOB C JUIMHHBI-
MH akcOoHamMH. B 1maHHOM wuccienoBaHUU
¢denorunn RAPGEF6 -/- cobak o0yciiaBiiuBai
TOJBKO W3MEHEHHsT WHHEPBALMH TOPTaHU
TIPY BO3HMKHOBEHHH 3a00JIEBAaHHS B PAaHHEM
Bo3pacre. [lpm  Hasmumm  QeHoTHA
ARHGEFI0 -/- y cobak KIMHUYECKUE TIPH-
3HAaKM TIOSIBIISIIOTCA B IIO3JHEM BO3pacTe M
BKJIFOYAIOT IIUPOKHUH CIIEKTpP ITOPaKEHUS
nepudepryeckux HepBoB. bbUIO IMOKa3zaHO,
yro aenerus 10 m.H. 4eTbIpex HYKJICOTHAOB
¢ 3'-koH1a 3Kk30Ha 17 U 1IECTH HYKJIEOTUAOB
c 5'-koHIIa nHTpoHal7
(c.1955_1958+6del CACGGTGAGC)
ARHGEFI10 na 16 CFA npuBomut k nedek-
TaM OOOJIOYKH aKCOHOB ¥ MHEIMHH3AIUH.
ABTOpPBI  TIpenmnoyaraloT  X-CIEMJICHHOEe
HacienoBanwue [7, 12].

Bapuant muccenc myrarun B ADAMTS3:
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c.2786G>A (p.Arg929His) Ha 13 xpomoco-
Me ObIT OOHapyXeH y HOPBHY-TEPHEPOB,
(dpaHIy3cKMX M aHIVIMHCKUX OyJbJOroB M
Ipyrux OpaxunedanbHbIX MHOPOJa  COOaK.
MyTanus acconuupoBajija ¢ CHHAPOMOM 00-
CTPYKIIMM BEPXHUX JIBIXaTCIBHBIX ITyTCH.
CunrTaeTcs, YTO CONMPOTHBICHHE B IBIXa-
TENBHBIX MYTSAX, BEI3BAHHOEC TAKMMH aHOMa-
JTUSAMH TKaHeH, KaKk CTCHO3UPOBaHHBIC HO3-
PH, YUIMHEHHOE MATKOE HE0O M YBEIMYCH-
HBIE, BBICTYIIAIONINE KayJaJbHO HOCOBBIC
PaKOBUHBI, BBI3BIBACT IATOJIOTHYECKOE pe-
MO/JICTIMPOBAHUE JIOTIOJHUTEIbHBIX TKaHEH,
BKJIFOYasi BBIBOPOT MUHAAJIMH M TOPTAHHOTO
MeIIKa, OTeK HOCOTJIOTKH, KOJUTATIC TOPTaHH,
THIOTIIA3UI0 TPaXed W YCWICHHE YTOJIIIC-
HUS W YAJHHEHUS Msarkoro Heba [13]. Dto
mpepacnoiaraeT codak Kk OpaxwiedanbHO-
My OOCTPYKTHBHOMY CHHIPOMY JbIXaTelb-
Heix nyred (Brachycephalic Obstructive
Airway Syndrome - BOAS). B coBokynHo-
CTH TaKue HapylIeHHs TPHUBOJSAT K 3aTpPyA-
HEHHOMY JBIXaHUIO, HEMCPEHOCUMOCTH Ka-
PBL, PU3HUECKUX HATPY30K, IHAHO3Y TKAHCH
u kosutanicy [13, 14]. JlaHHBI MyTaHTHBII
aIJIeNlb  OTCYTCTBOBANl Yy  MHHHATIOPHBIX
OyJbTEpbEpOB, OYIBTEPHEPOB K MOIICOB.
Taxxe ommcaHbl MyTalMu TeHoB BMP3 u
SMOC?2, cs3anHbIe ¢ Opaxuiedanueii co-
0aK, OTHAKO BKJIAJ ATHX BAPHAHTOB B IATO-
rene3 BOAS He uzyueH.

OmHUM W3 TCHOB-KaHIIUIATOB CYHTAJICS
DCTNI (cyOpenuuunbel | nWHAKTHHA) Ha
CFA 17. Tlo mamueiM Holt D.E. u xommer
(2016) w3 352 mnopaxeHHbIXx cobak 126
(36%) ObuTH Mabpagop-perpuBepbl. OaHAKO
WCCJIEJIOBAHMSI TIOKA3aJM, 4YTO IOCIIEeI0Ba-
tenbHOCTH TeHa DCTNI (5 cobak) u rarmio-
TUTIBL TTIOTUMOP(HBIX MapKEPOB, OKPYKaro-
mux red DCTNI (Bce cobaku), HE COOTBET-
CTBOBAJIM THIIOTE3€ O TOM, YTO Mapajiny rop-
TaHW ObUI CBSI3aH C HACIEOBAaHHEM OJHOTO
u toro xe amnenst DCTNI y Bcex olleHuBae-
MBIX J1a0paIopOB-PETPUBEPOB WU JICOHOEP-
repos [15].

A. Letko u corpynauku (2020) uneHTH-
¢dumnmpoBaIN MICCEHC-BapuaHT B reHe CNT-
NAPI (c.2810G>A; p.Gly937Glu) [2]. U3-
BectHO, uT0 CNTNAPI xomupyer HeHpo-
HaJIbHBIH ~ «KOHTaKTHUH-aCCOIIMMPOBAHHBIN
0emnok 1», BaKHBIN JIJIsl OpraHU3aluy MUCITH-
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HU3UPOBAaHHBIX AKCOHOB, B YaCTHOCTH MJIS
peryisiiui CBOMCTB CHHAIICOB. B snrtepary-
pe OmHcaHbl Cllyyal C JICTAJIbHBIM CHHIPO-
MOM BPO’KICHHONW KOHTPAKTyphl U THIIOMHE-
JMHU3UPYIOLIEH HeWpomaTued, BKIHOYAs
Hapanaud ToJI0COBBIX CBA30K M TSKEIYHO JIbI-
XaTeJNbHYI0 HEOCTATOYHOCTh y co0aK, nMme-
IOMNX TOMO3UTOTHBIC T'€HOTHIIBI IO MYyTa-
ud B CNTNAPI [2]. BaxxHO OTMETHTD, YTO
nmabpamop-peTpuBepsl, mopaxkenHsie LPPN,
ObUTM B CpeHEM Ha YeThIPE ToJia MOJIOXKE,
4eM co0aku, CTpaJalolie repHaTpuuecKoit
noJiuHelponaTue napaiuya ropranu. Ila-
TOJIOTMYECKUE W3MEHEHHsI Ipu Ouoncuu
HepBa Jlabpazopa-peTpuBepa 0T TOMO3HUTOT-
HOW MYTaHTHOH cOOaKH OBUIN aHAJIOTHYHBI
TaKOBBIM Y JICOHOEprepoB M ceHOepHapoB.
BnusiHue sToro BapmaHTa Ha 3/10pOBbE aH-
TIIMHCKUX OYJIbJJOTOB M MPJAHACKUX Tepbe-
POB, IBYX MOpPOJ C Oosiee BHICOKMMH 4acTo-
Tamu ameneit Bapuanta CNTNAPI, octaer-
csi HesicHBIM. CpemHuil BO3pacT MOSBICHUS
KIMHUYECKUX NPU3HAKOB y OTPAaHWYCHHOTO
yycna co0ak, TOMO3UIOTHBIX 110 OTMCAHHOMN
mytauuu B CNTNAPI, cocrasnsin 3,4; 2,1 u
7,5 roga y JeoHOeprepoB, CEHOCPHApOB U
nabpaop-peTpUBEPOB COOTBETCTBEHHO. [lnid
CpaBHEHHs, BO3pacT MOSBJICHUS KIMHUYE-
CKHX IPHU3HAKOB pPaHEC OXapaKTepHU30BaAH-
HOl ARHGEF10-accounupoBaHHON MOJIH-
HeliponaTiy HabIro1alICs y JIeoHOeprepoB 1
CeHOEepHapoOB CO CPEIHUM BO3pacToM 2,2 U
1,6 roma coorBeTcTBeHHO. Kpome Toro, y
OONBHBIX JIEOHOEPTEPOB C BAPUAHTOM CJIBH-
ra pamku GJA9 cpenHuii BO3pacT MOSBIIE-
HUS KIIMHUYECKUX MPU3HAKOB COCTABIIAI 6,2
roga.  MHTepecHo, uyro  maOpagopsl-
perpuBepsl, nopaxenuole LPPN, kotopbie
He HecyT onMcaHHbli CNTNAPI Bapuasr,
NoKasanu 0oJiee BBICOKMI CPEIHUI BO3pacT
MPOSIBICHUS KIMHUYECKUX MPU3HAKOB - 11,5
net. Pa3suuna B Bo3pacTe Havyana 3abojeBa-
HUSI Mexay cobakamu ¢ BapuaHtom CNT-
NAPI u cobakamu 6e3 W3BECTHON MyTalluH,
BBI3bIBaIONIEH 3a00eBanye, OblIa CTaTUCTH-
YecKd 3HAUMMOM I Tpex  Iopoj
(;reonbeprep p = 0,000001002, cenbepHap
p= 0,01681, mabGpanop-perpusep p
0,002662). Paznuna mexay cobakamu ¢ Ba-
pUAHTOM CNTNAPI u BApUAHTOM
ARHGEF10 Obiia 3HaYUMON y JieoHOepre-
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poB (p = 0,002538), HO HE 3HAYNMOI y CCH-
6epuHapos (p = 0,3095). ABTOpHI yCTAHOBHIIN
ayTocoMHO-penieccuBHbIi Tull LPPN, Bo3Hu-
KalOIUi B MOJIOZIOM BO3pacTe y KPYMHBIX H
THTaHTCKUX MOPOJ co0aK, TAKUX Kak JEOH-
Oeprepsl, ceHOepHapel u  Jabpamop-
perpuBepsl. Takxke aBTOPHI MPEATIOI0KIIN,
910 y Opaxuuedarndeckux IMopoa cobak
(mampuMmep, y aHrnmickoro Oympaora), Ima-
pamma ropraru (LP) moker He mmarHocTH-
pOBaTbCsl M3-32 3aTPYIHEHHOTO JIBIXaHHS,
cBs3aHHOrO ¢ cuHapomMoM BOAS, Bxmrouas
KOJUIATIC TOPTaHM, a MPU ATOM YacTtoTa My-
TaHTHBIX JJIeJEeH B HOMYISALHUIX BO3pacTacT
[2].
BbIBO/JbI / CONCLUSION
Takum 00pa3oM MOXKHO OTMETHTbH, YTO
Ha CeFO[[H)IIlIHI/Iﬁ JCHb U3BCCTHO HECKOJIbKO
TeHOB, ACCOLIMMPOBAHHBIX C MAPaINIOM I'Op-
TaHW ¥ TEHEPAIN30BaHHOHN (opmoil momm-
HEWpOMaTHH y psijia MOpo co0aK, NMEIOIINX
AyTOCOMHO-PELIECCUBHBIN M PEIECCHBHBIN,
CLEIUIEHHBIN ¢ X-XpOMOCOMOM THIIbI HacJje-
JOBAaHUs. Civit JaHHBIC MO3BOJIAIOT IPOBO-
JIUTh PAHHIOI JMArHOCTHKY 3a00JIeBaHUS C
Y4E€TOM TOPOJHBIX O0COOEHHOCTEH J0 TOSB-
JICHHUA TAXKEJbIX KIMHUYCCKHUX CUMIITOMOB U
JIETAJILHOTO MCX0Ja. PaHHSS MUarHOCTHKA 1
OTIEPaTHBHOE JIEYEHHE MOXKET CHH3HUTh HE
TOJBKO YACTOTY TSDKEJIBIX IaTOJIOTMYECKUX
COCTOSIHUH Y )KUBOTHBIX, HO U IMO3BOJIUT HE
JIONYCTUTh B pa3BeACHHE HOCUTEIed My-
TaHTHBIX aJUIelIen.
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ABSTRACT

The review article discusses the main
clinical signs of paralysis of the larynx and
pathological changes associated with it and
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other neurological pathologies. These heredi-
tary canine neuropathies form a group of
degenerative diseases affecting motor and/or
sensory and autonomic peripheral nerves and
have similar symptoms.Axonal forms associ-
ated with generalized polyneuropathy and
paralysis of the larynx have been described
in several dog breeds: Dalmatians, Alaskan
Malamutes, Rottweilers, Labrador Retriev-
ers, Leonbergers, St. Bernards, Italian Spi-
nols, Pyrenean Mountain Dogs, Podhale
Sheepdogs, Cocker Spaniels, Great Danes,
American Staffordshire Terriers, Stafford-
shire Bull Terriers, Bouvier de Flandres,
Siberian Huskies and Siberian Husky cross-
es. Candidate genes for association with the
disease are considered: ARHGEFI0,
RAPGEF6, ADAMTS3, CNTNAPI, DCTNI.
The age of onset of the disease can be differ-
ent, the manifestation of signs of paralysis of
the larynx occurs both in young dogs, and
the geriatric form also occurs. The prognosis
of the complex of paralysis of the larynx-
polyneuropathy is from cautious to unfavor-
able. One case of euthanasia due to intracta-
ble regurgitation and aspiration pneumonia
has been described. Some authors point to a
possible association of the disease with
white coat color. Two main types of inher-
itance of paralysis of the larynx in dogs have
been established - autosomal recessive and X
-linked recessive. In humans, the dominant
type of inheritance of this anomaly is known.
Early diagnosis will make it possible to iden-
tify the hereditary nature of paralysis of the
larynx, reduce the incidence of severe forms
of the disease with timely surgical correction
of the cartilage of the larynx and symptomat-
ic treatment, as well as the spread of carriers
of mutant alleles in dog populations. This is
relevant today in connection with the spread
of this anomaly in many breeds.
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