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PE®EPAT
- Y cobak M3BECTHBI TAKKE HACIIEJACTBEHHbBIC MATOJIOTMH KOHEYHOCTEH KaK XOH/PO-
JICIUIA3UsI, aXOHIPOILIA3usi, [ICEBI0AXOHIPOILIA3US M AUCILIA3US JIOKTEBOIO cycraa. B
JIaHHOW paboTe mpoBezieH 0030p JIMTEparypbl MO TAKUM HACIIEICTBEHHBIM IATONOIMsIM
| KOHEYHOCTEH KaK XOHPOIMCILIA3HS, aXOHIPOILIA3Hs, TICEBI0AXOHAPOILIA3HS, aHOMATHSI
niepenHnx koHeuHocteit (FA/EA), muciuiasust JIOKTEBOTO CycTaBa. ITH aHOMATIMKA UMCIOT
CXO[HBIC KIMHMYCCKUC MPU3HAKK U TPeOYIOT MU(DPEpeHIMATBHON AHArHOCTUKH. JIist
‘ ' TIOHUMaHWSI UX Pa3iinuuii Oblia COCTABIICHA CBO/IHAS TAONHIIA, BKITFOUAIOIIAS CIIC/IYFOIIHS
| { paszienbl: HasBaHMe, OOLIHE HAPYIIEHNS, KIMHUYECKHE TIPH3HAKH, JIOTIONHHTENbHbIE TIPH-
3HAKH, U3BECTHBIC MYTAIIH, ONPE/IEISIOINE MATOIOTHIO M THIT €€ HACIISIOBAHKS U TIOPOJIBI, Y KOTOPhIX
BCTPEUACTCSI Ta WK MHAsl aHOMaKsL. | eHeTHIecKre TeCThI 10 JJAHHBIM aHOMATHSIM He Pa3pabOTaHsl, 110~
5TOMY IJIaBHBIMH METOJIAMH JIMArHOCTUKK MOTYT ObITh OCMOTp, HAOJIFOJIEHHE, PEHTTeHOCKOMHsL. Takum
00pazoM, 13ydeHre, 0000IIeHNEe, CUCTEMATH3ALMS CXO/IHBIX TIATOJIOTHIA TI0 ATHOJIOTHMH, BO3PACTY TIPOSIB-
JICHWS], PA3IMYHBIM OCOOCHHOCTSIM M THITY HACJIE/IOBAHHS SIBISIETCS aKTYaJIbHBIM. MatepraioM Hcciiero-
BaHUs ObUTM UCTOUHHKH JITepaTypbl. OCHOBHOM METO/] HAYYHOTO TIO3HAHMSI 3aKJTIOYAIICS B aHATI3E JIUTE-
Ppatypbl, 000OIICHNHN JAHHBIX ITYTEM UX CTPYKTYPHPOBAHHSI TI0 OCHOBHBIM KATErOPHUSIM: HA3BAHHIO, THITY
TPOSIBIICHHST, OCHOBHBIM KITHHUYECKUM TPH3HAKAM, JIOTIOIHUTEIHHBIM [PU3HAKAM, THITY MYyTALIHiA, [TOPOJi-
HOM IPEPACTIONOKEHHOCTH. B pesyrnbTare u3ydeHust JIMTepaTypbl ObLIO YCTAHOBJIEHO, YTO XOTS KJIMHHU-
YyecKasi KAPTUHA CXOJIHA W IPOSIBISIETCS] B BUJIE UCKPHUBICHUS MEPEIHUX KOHEYHOCTEH B BO3-
pacte 10 1 roma, aTHosIOTHS 3a007€BaHUN MMEET CYIIECTBEHHBIC pa3iauyus. MyTaiuu, BbIsSB-
nennbie Ha CFA 12 u CFA18 pa3sHbie, a Takke pazHasi OpOIHAs IPEIPACTIONOKEHHOCTb.

BBE/IEHHE nuarxHosa. B nuTepaType Mano NaHHBIX 110

V cobak u3BECTHBI TaKue HaCJICACTBCH- lll/l(pq)epeH[H/IaHBHOf/i JIUarHOCTHUKE 3a00J1eBa-
HbIE IIaTOJOTMU KOHEYHOCTEH KaK XOHIpO- HUM, B TOM YHCJIe TEHETUYEeCKUX. [ eHernue-
AUCIUIa3uA, aXxOHAPOIUIasusd, TICEBOAXOH- CKHE TECTBHI 110 JAHHBIM AHOMaJIMAM HE pa3-
APOTUIA3Hs ¥ TUCTITIA3HsT JIOKTEBOT'O CyCTaBa. pa0oTaHbl, MOSTOMY TIJaBHBIMH METOJIaMU
CpaBHI/ITeJ'lBHO HEABHO IIOSBHJIOCH OIIMCa- JIMarHOCTUKU MOTYT OBITH 0CMOTD, HaOII0-
HUC aHOMAJMK NepejHuX KoHeuHocreid FA/  nemme, pemtremockomms. Takum 06pasoM,
EA. Bce TICPCUYHUCIICHHBIC 3a00J1€BaHUsI UME- HU3yyeHue, 0606]_]_[3].[1/13’ CUCTEMATH3ALHS

0T CXOIHBIC KIIMHUYCCKHUC IIPM3HAKM, YTO CXOJIHBIX MATOJOTHUN MO THOJIOTHH, BO3pac-
BbI3bIBACT 3aTPyJHCHUA IIpHU T[OCTAHOBKE Ty TPOSIBJICHUSI, Pa3IUIHBIM OCOOEHHOCTSIM
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W THUIy HAcJeIOBaHUS SBISIETCS aKTyallb-
HBIM.

Lenpto maHHON pabOTHl OBIIO H3YYUTH
STHOJIOTHIO, KIMHUYECKHE IPHU3HAKH, BO3-
pacT U OCOOCHHOCTH TPOSIBIICHHMSI HACIIC/ICTBEH-
HBIX 3200J1eBaHN KOHEIHOCTEH Y coOaK.
MATEPHAJIBI H METO/[bI

Marepuaiaom uccieqoBaHHs OBbLIM HC-
TOYHUKH JnTeparypbl. OCHOBHOM MeTon
HAYYHOTO IO3HAHUS 3aKJII0YajcCs B aHAIN3E
JIUTEpaTyphl, 0OOOIICHUH TaHHBIX IyTEM HX
CTPYKTYPHPOBAHUS 110 OCHOBHBIM KaTerOpH-
SM: Ha3BaHUIO, THUIY IPOSBICHUS, OCHOB-
HBIM KIMHUYECKHM NpPHU3HAKaM, [OTMOJIHU-
TENBHBIM TIPU3HAKaM, THUIYy MyTalul, MO-
POIHOMN MPEaPacTIONOKEHHOCTH.
PE3YJ/IBTATBI H ObCYK/IEHHUHE

XOHApOAUCIIA3US - 3TO TPYyIIa HacleI-
CTBEHHBIX OOJIe3HEH, XapaKTepU3YIOIUXCS
HapyIICHUSIMHU Pa3BUTHSI CKelleTa, KOTOpPbIC
CBSI3aHBI C N3MEHEHUAMHU HOPMAaJIBHOTO IPO-
1ecca OKOCTCHEHHs XpSIIEBOW TKaHH, e
HEJIOCTATOYHBIM MM M30BITOUYHBIM 00pa3o-
BaHHEM.

Paznnyator smm¢uzapHble, Gu3apHbIE U
Metadu3apHble TUCIUIA3UU. ONu(u3apHbIe
JTUCIIIa3UM  OOBEAMHAIOT TPYNIy Hacienx-
CTBEHHBIX 3a00JeBaHUil, 0O0YCIOBICHHBIX
MOpPOKaMH pa3BUTHUS IBYX XPAIIEBBIX 30H
snu(pu3a; NEHTpa OKOCTEHEHUS W CYCTaBHO-
ro Xpsma. XpsmeBas TKaHb B 3THUX 30HAX
MMEeT AaHATOMHYECKYIO0 OOIIHOCTh 3a Cyer
pa3BUTHA W3 OJHOTO THIA XOHJIPOIUTOB.
O/HaKO CTPYKTypa XOHIPOUTHH-CYJIb()ATOB
U TPOTEMHOBOTO KOMIUIEKCA B XPSIIEBOU
TKaHU ITHX 30H pa3iINyHa, 4TO O0YCIIOBIIH-
BaeT M30MPATENbHOCTh MEeTabOJIMYECKHX
HapyIIeHUH 1100 B CyCTaBHOM XpsiIle, 00
B LIEHTpe OKocTeHeHus. Takue (opmbl dmu-
(u3apHBIX AMCIUIA3MHA KaK MHOXECTBEHHas
nedopmupyromas  cycraBHas XOHIPO/IHC-
TuIa3usi, reMuMenyeckas gopma snudusap-
HOW XOHAPOTUCHIIA3UH, CIOHIMIOIMH(H-
3apHast JUCTITIAa3Hsl CBSI3aHBI C MMOPOKOM pas-
BUTHS CyCTaBHOIO Xpsmia. J{pyrue BbI3BaHbI
HapyIIEHHEM TIPOLECCOB OKOCTCHEHHsS B
smudusax kocredt [21]. K HUM oTHOCAT MHO-
JKECTBEHHYIO  dnHU(U3apHYyI0 JIUCIUIA3HIO,
JUCTPO(UIECKYIO JUCTITIA3UIO u
MIBCEB/I0AXOHPOIIIA3HI0, KOTOPHIE 3aperu-
CTPHUPOBAHBI y COOaK.
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VY cobaxk omucana hopma XOHIPOIUCILIA-
31U, KOTOpasi XapaKTepHU3yeTCsl YKOPOUCHH-
€M KOHEYHOCTEH M yTOJIICHNEM XPSIIEBBIX
cowneHeHNHA. OOBIYHO TIPH 3TOM TOJIOBA H
TYJIOBHIIE COXPAHSAIOT HOPMAJbHBIE Pa3Me-
pol. IlposiBisieTcss MaToONOTHsl KaK yMEpeH-
Hasl JIUCIIPOTIOPIHOHAIBHAS KapJIHMKOBOCTD,
KOTOPYIO KJIACCUPHUIUPYIOT KaK axOHIpPO-
rwiasuro. Emily A. Brown u komieru cunra-
0T, YTO YKOPOYEHHE KOHEUHOCTEH SIBIISICTCS
OJTHOH M3 PKCTPEMAIBHBIX (OPM PAZTHUMS
MEXKAY pa3MdHBIMH IOpOAaMHu colak, u
BEPOSITHO HMMEET JPEBHHE TI'€HETHYECKHE
npranHEl [8]. B 2009 romy Parker et al.
HCCIIC0BAIN TEHETUYECKYI0 OCHOBY pPa3iIu-
YUl B JJIMHE KOHeuHocTel y cobak [17]. C
nomo1nbio GWAS (0011ereHOMHBIN accoIy-
aTUBHBII  aHAINM3) OHU  ONPEACIHIN,
yto BcTaBka perporena FGF4 na CFA18 ~
25 Mb u3 POIUTENBCKON KO-
nmuu  Jokyca FGF4 ortBerctBeHHa 3a
«XOHJIPOJNCIUIA3UUHBINY (EHOTUN y psaa
MOpOJ, TaKUX Kak OacceT-xayHJH, BeJIbII-
KOpru neMOpoK u TaK-
ca. Onnako BcTtaBka perporeHa FGF4 na
CFA18 y npyrux mOpoI: aMepUuKaHCKHA
KOKep-CIIaHueNb, OWrib W (paHIy3CKHi
OynboT, KOTOpBIE, NEPBOHAYAIBLHO KIIACCH-
GUIMPOBATNCH KaK  XOHAPOAUCTPOOUI-
HblE, HE acCOLMHPOBAIA C MX IATOJIOTH-
eii. CewmeiictBo TeHoB FGF anamormuHo
BOBJICYEHO B 00pa30OBaHUE CKEJIETHBIX JIHC-
miasuil 'y moneit ¢ myramusmu B FGFR3,
KOTOpbIE OTBETCTBEHHBI 3a  0Opa3oBaHME
AXOHPOJMCIUIA3NH, Hanbosee pacipocTpa-
HeHHOH (opmoii kapiukoBoctr [8]. [lpm
AXOHJPOIUIA3UM  HApYIIAIOTCS  TPOLECCHI
9HJIOXOHJIPAILHOTO  OKOCTEHEHMsI  (XPSIIL
3aMEHsIETCSl KOCTHOM TKaHbIO BO BpEeMsi po-
CTa KOHEYHOCTH) Ha (OHE HOPMAIBHOTO
9HOCTAJIFHOTO U MEPHUOCTAIBHOTO OKOCTEHE-
HUs. B pesynbraTe GecrnopsiioqHOro pacro-
JIO)KEHHS KJIETOK POCTKOBOTO XpSIIa - XOH-
JIPOLIUTOB HapyIIAeTCsl MPOLECC OKOCTEHE-
HUSI, © POCT KOCTEH B JUIMHY 3aMeUIsIeTCs.
ITo mamaeiM Ckotta (1976), HapymeHue
pocTa XpsIa Ipy aXOHIPOIUIA3UH CBA3aHO C
ne(heKToOM OKUCIHUTETHHOTO (Gochoprmupo-
BaHUs. [lopaxkaroTcsi KOCTH, Pa3BHBAIOIIHE-
csl M3 XOHAPOOJIACTUYECKOH CHCTEMBI —
KOCTH KOHEYHOCTEH M OCHOBAHHMS ueperia;



MexdyHapoOdHbIli eecmHuk eemepuHapuu, Ne 1, 2021 2.

pPOCT  KOCTEH  COEAMHHUTEILHOTKAHHOTO
(mecMarpHOTO0) TPOUCXOXKICHHUS HE Hapy-
IIaeTCs, MOCKOJBbKY MEPUOCTAJIbHBIA U 3H-
JIOCTJIBHBIA POCT HE HapyIlleH, Aua(u3bl
TpyOYaThIX KOCTEH HE TOJIBKO YKOPOYEHHBI,
HO ¥ yroaumieHbl. [21]. PeHOTHIUYECKH
OompHBIE coOakm Ha 10-15 cM HmKe, 4eMm
cuOcel. [lepenHue KOHEYHOCTH BOTHYTEHI
BHYTPb Kak OT paxuta. OmucaHsl cIydan y
co0aK TMopoJbl aMsICKMHCKHH ManaMyT, KO-
Ia H3ydaemasl MaToJIOTHS COIPOBOXKAA-
JJaCb ~ HE3HAUUTEIbHOHM  MaKpOLUTAapHOU
reMonuTHuecko anemueil. B 70-e rompl
HCCIIeIOBATEIN CBSI3BIBATM XOHPOAUCILIA-
3MI0 C HapyIIEHHEM MeTa0onn3Ma IUHKA U
mean. Vermote K. et all. ormegaror, 4dro
ITGA10 nwa CFA 17, npoayuupyroimui
KoJUTareH-cBsi3bIBaromuii al0Bfl wHTETpHH,
SKCIPECCHPYETCS B XOHAPOIUTAX Xpslia U
orocpeayeT B3aMMOACHCTBHS XOHAPOLIUTOB
C MaTpuleld BO BpeMs 3HJOXOHIPAIBLHOHN
occudukanuu. Honcenc myraums B 16 k-
30He (¢.2083 CLT) ITGA10 xopemmmpoBa-
Ja ¢ 3abosieBaHMEM, T.K. B pe3ysbTaTre My-
TalluM BO3HMKAJA MNPEKICBPEMEHHAS Tep-
MUHAIMS TPAHCIALUH KOJIOHOB, YTO TIPHBO-
IO K BBIPAOOTKE «yCEUECHHOTo» Oenka
[20]. B pesympraTte TakoW Ke MyTallHH,
YCTAHOBJIEHHOUN Yy KapesibCKOW MeJIBeKbeil
co0aku W y TOpPOJbI Cepblii HOPBEXKCKHUIM
ankxyHn, 1o maHHBIM Kyostild, K., alO-
Oenmok He ObUT OOHApY)XKEH B TOPAKCHHOM
XPSIIEBON TKaHU, YTO MOATBEPXKIACT BaXK-
HocTh mHTerpuHa al0Bl mus pocra Kocrei
[10]. CxonmHyro maTOJOTHIO OMUCHIBAET
Frischknecht M. y cobak moposr 1abpamop
peTpuBep KaK CKEJEeTHYIO HUCIIIa3Hio 2
(SD2 - skeletal dysplasia 2), koTopast BbI-
3bIBACT YMEPEHHYIO JHCHPOIIOPIHOHAIB-
HYIO KapJMKOBOCTb MJIM KOPOTKHE KOHEY-
HocTH. JlaHHas martonorust 0oOycIOBIEHa
myrtaruei ¢.143G>C B COL11A2 u Hacrne-
JIyeTCsl TI0 ayTOCOMHO PELECCHBHOMY THITY
[7]. Bingel S.A. m xoyern yCTaHOBWIIH
TaKOW K€ THI HAaCJIEAOBAHWS XOHIPOINC-
IUIA3UM Yy TUPEHEHCKUX TOPHBIX cobak. Y
ISTH  HENPOIIOPIIMOHAIBHO  KapJIMKOBBIX
KOPOTKOIIEPCTHBIX IIEHKOB PEHTTeHOrpa-
¢ust ckenera BbISBMIA HAapyIIEHHE OKOCTE-
HeHWA W YKOPOUEHHE TeJ  IO03BOH-
KoB. KOHIIEBBIE TUIACTHHBI TET IO3BOHKOB
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ObUTM TOHKMMH W BOTHYTBIMH. Tpu u3
5 cobak ObuM riIyxuMH, a y 1 Obuta atpo-
¢us ceMeHHHKOB. [HcTONMOTHMYECKOe WC-
CIIeJIOBaHUE POCTOBBIX TUIACTHHOK ITOKa3a-
JI0O HEOPTaHW30BaHHBIE KOJIOHKH XOHIPO-
IIUTOB, JCTCHEPATUBHBIC N3MCHEHHS B 30HE
nponudeparuu [3].

IlceBnoaxonapoma3uss OTHOCUTCS K
nu(U3aPHBIM JTUCIUIA3HSIM M XapaKTepH-
3yeTcsi HapylIeHHEeM HSHAOXOHIPaIbHOTO
OKOCTCHEHHS, OCOOCHHO B AMH]H3axX KO-
HEYHOCTEH. Y HOBOPOXKACHHBIX ITAaTOJOTHS
HE TpPOSBIACTCS, HO B MpoOIecce pocTa K
BO3pacTy 2-3X HeJenb HaOIromaeTcs YKO-
pOUYCHHE KOHEYHOCTEH M0 PU30MEIUIECKO-
My THIly, TO €CTb 3a CUET HapyLIECHHs po-
cta OEIPEHHBIX U TIEYBBIX KOCTEH. Y IIeH-
KOB 3a/IEp)KHBAETCS POCT, OHU HE MOTYT
XOOUTh M CTOATh. JIMWHHBIC TpyO4aThbie
KOCTH KOPOTKHE, TOJCTHIC W H30THYTEHIC,
CyCTaBBl YTONIICHBI. XapaKTepHBl KOH-
TPAaKTYpHI B JOKTEBBIX M TICYEBHIX CyCTa-
Bax [21].

Jucnnasust nokreBoro cycraBa (ED) -
3TO LEJbIM CUMIITOMOKOMILIEKC MaTOJIOTUH
OCHOBAaHHBI Ha JIUCKOHTPYIHTHOCTU CY-
CTaBHBIX TOBEPXHOCTEH M HA OCTCOXOHIIPO-
MATHYCCKUX MPOSBICHUSIX BOSHUKAIONINX B
00JacCTH BEHEYHOTO WM KPIOYKOBHUIHOTO
oTpocTKOB. CYIIECTBYIOT HECKOIBKO BHIOB
OCTEOXOHAPOTATHI, KOTOPbIe 00BEINHEHBI
TEPMHUHOM  AMCIUIA3us:  (parMeHTaIlusI
KPIOYKOBUHOTO OTPOCTKA; (hparMeHTAIlHsI
MEIHMANbHOTO BEHEYHOIO OTPOCTKA; pac-
CITauBAIOIIMN OCTCOXOHIPUT MEAUATEHOTO
MBIIIENTKA;  HECpallleHHe  MEAHUANTBHOTO
Ha/IMBIIIEIIKA; PACCIanBaIOMINN OCTCOXOH-
JIPUT JITaTepaJIbHOTO BEHEYHOTO OTPOCTKA.
Yacrto naronoruu KOMOMHUpOBaHHBIE. Lav-
rijsen [.C. W KoJuiern npoBenu ucclieoBa-
HHE y TpeX Mopoja cobak: 30JI0TUCTOTO pe-
TpuBepa, Jabpagopa peTpuBepa U OEpHCKO-
ro 3¢HHECHXyHHa. Y JIabpaJopoB IOJI KOp-
penMpoBall C IMPOSIBICHUEM JUCIUIa3UU: B
1,7 pa3 game ctpamanu 3a00JCBaHUEM KO-
Oemn. BospacT ObUT TOCTOBEPHO CBSI3aH C
OCTEOXOHPO30M y Bcex Tpex mopon [13].
DEHOTUTTMYECKH  TUCIUIA3HsI  JIOKTEBOTO
cycTaBa MPOSIBISIETCS B YaCTHYHO COTHY-
TOM IOJIOKCHUU O00OUX JIOKTCH B BO3pPAacCTe
4-6 Mec., IPU STOM ABHUTATEIbHAS ()YHKIIHS
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Hapymena [10]. Ilpu maronmormm HapymieH
MIPOLIECC POCTA JIOKTEBBIX CYCTaBOB. Y HBIO-
¢daynienoB nucruiaszus JokTeBbix (ED) u
TazobenpeHHblx cycraBoB (HD) sBusiercs
MOpoHON ocoOeHHOCThIO.  [loBpekaeHus
JIOKTEBBIX CYCTaBOB  KIJIACCU(PHUIUPYIOTCS
Kak HopMaypHBIe wiIH morpanudseie (0),
nerkue (1), ymepennsie (2) u Tspxensie (3) -
nucrrasust JIokTs [10] mwm ED-0- mapymre-
Huii  Hetr; ED-1-MuUHMManeHbBIA  apTpo3,
octeouThl MeHee 2 MM ToNmUHOMN; ED-2-
YMEpEHHBIH apTpo3, ocTeopUThl 2-5 MM
mmpuHoi; ED-3-rinyOokuii apTpo3, ocreo-
¢uTth Oosee 5 MM tmpuHOW [11].

AHoOManws TepeqHUX KOoHedHocTed FA/
EA.

B mocnennue ronsl y psaa mopoxa codax
pacIpocTpaHWiIach  MAaToJIOTHs, KOTOpas
XapaKTepU3yeTcss HEepaBHOMEPHBIM POCTOM
JIy4eBOM U JIOKTEBOM KOCTEW, CIIECTBHEM
Yero sBISETCAd HCKPHUBICHHE KOHEYHOCTH,
XpoMoTa 1 00JIeBOI CUMIITOM. DTy MaToJIO0-
THIO YCJIOBHO HAa3bIBAlOT AaHOMAJIMEH Iepen-
aux koueynocreit FA/EA. U3meHnenus Bu-
HBI ¢ 2,5 Mec. 10 8§ MEC. Ha PEHTT€HOBCKUX
CHMMKax: KOCThb pacTymas OblcTpee, H30-
THyTa B BHJAE «JIyKa». HacTo MoryT OBITh
BTOPHUYHBIE MTOBPEKICHHUSI, HAITpUMep, (par-
MEHTAIUSI BEHEYHOTO OTPOCTKA B JIOKTEBOM
CycTaBe WM YYaCTKOB KOCTH C MEAHANbHOU
W JlaTepalbHBIX CTOpOH. MHorna Habmona-
€TCsl CKOIUIEHNE CHHOBUAIILHOM JKHIKOCTH B
JIOKTEBOM cycTaBe. [lpuunHON sBIsIeTCS
MIPEXJIEBPEMEHHOE  3aKPBITHE POCTKOBBIX
30H KOoCcTH. [lo nmMTepaTypHBIM JaHHBIM H3-
BECTHO, YTO TNPOKCHMAlbHBIE 30HBI pOCTa
JIOKTEBOM KOCTH yYacTBYIOT B OCHOBHOM B
(OpPMHPOBaHUM  JIOKTEBOTO  OTPOCTKA.
AcVMMeTpUYHAsT MM CHIDKEHHAS CKOPOCTb
pocTa B 110001 M3 POCTKOBBIX 30H Ha Jyde-
BOW WJIM JIOKTEBOW KOCTSX HPHUBOAUT K Jie-
¢dopmaruu. [laTonoruss Moxer ObITh OJHO-
CTOpPOHHEH, HO KaK MPaBMIIO MOPaKAIOTCA
obe mepegHNe KOHEYHOCTH. Takwme cuMmTo-
MBI TUaTHOCTHPYIOTCS: TUCIIIA3US JIOKTEBO-
ro cycraBa, MeTadusapHas OCTEOIaTus,
BaJbrycHast JeopMaiusi Ipearuieybsi, CHH-
JPOM KOPOTKOW Jy4eBoii koctu - Short Ra-
dius Syndrome, cuHApPOM KOpPOTKOMH JIOKTeE-
BOI KOCTH, a Takke (parMeHTapHBIA MeIu-
anpHBIA KopoHOUIHBIH nporecc (FCP) mox-
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TEBOM KOCTH, XapakTepusylomwuiics Qpar-
MEHTaluei Xpsma ¥ CyOKOHIWISIPHOH KO-
CTH, a TaKKe PA3HOM CTEMEHBIO HPO3HUU XPsi-
m1a [20]. YcTaHOBIEHO, UTO HApyIICHUS MO-
TyT OBITH Pa3IMYHON CTENeHH TshKecTH. 11o-
CTaHOBKa JMAarHo3a BBI3BIBACT 3aTPyIHEHUS.
OnHako He0OXOIMMO OTMETHTh, YTO HATOJIO-
THsI 4aCTO COMPOBOXKACTCA JPYTUMH aHOMa-
IUSIMH  (KapJIUKOBOCTBIO, HapyIIEHHUEM IIO-
3BOHOYHOTO CTOJIOA, OPTONEIMYECKUMH 3a-
OoneBaHMAMH, AedOpPMAIMAMHU  UEIIOCTEH,
agemmedi W gOp.). Takke  oTMeueHa
«IIATKOCTbY» KoJieHHoro cycrasa [19]. Ilpu
JUCKYCCHM Ha TEMY AHOMAIMH MEpeTHUX
KOHEYHOCTeH MHEHHS Ppa3feNsAioTCs: OTHH
aBTOPBI YTBEPXKIAIOT, YTO 3TO (hopma XOHI-
pOIUCIIIa3UH, APYTHE, YTO 3TO COBEPIIECHHO
npyroe 3aboseBaHue. M3BecTHBI MOPOABI, Y
KOTOPBIX HAOJIO/ANach Takas MaTOJIOTHA —
9TO AISICKUHCKHE MalaMyThl, SJIbKXYHIBI,
roHuue, myzaenu. [Ipn anannse poaocIOBHBIX
YKa3bIBaIOT JIBA THIA HACIEJOBAaHMS IIPO-
CTOI peLecCUBHBIM W MOJMIEeHHbIH. YcTa-
HOBJICHAa pa3Hasg HKCIPECCHBHOCTH MAaTOJNO-
UM ¥ BIUSIHHE 3K30TCHHBIX (hakTopos [19].

B uccnenoBaHMsAX MOCIETHHUX JIET Y
cobak ommcaHa XOHApoaucTpodus, couera-
IonIas yKOpo4eHHe KOHEYHOCTEH M IMaToiio-
THIO MEXIT03BOHKOBOrO jucka (IVDD), urto
SIBIISIETCSI PAcIIPOCTPAHEHHBIM ()EHOTHUIIOM Y
Takux TopoJa cobak, Kak Takca, OWUTIb U
(bpaniy3ckuii Oyipaor. [lekuHec U crianue-
m ckiaoHHbl K IVDD. I'mcronarosoruye-
CKUH aHaiu3 TpyO4aThlX KOCTEW IIEHKOB
9THX TOPOJ IOKa3aj, YTO WX HU3KUH pOCT
00ycIIOBIIEH eeKTaMH SHIO0XOHIPAIHLHOTO
OKOCTEHEHUsI M TaKHe K€ M3MEHEHUsI OOHa-
PY’KEHBI B TeJax MO3BOHKOB [§]. Mexmo3Bo-
HouHbIN 1muck (IVD), Haxomdmuiics Mexmy
TeJIaMH TI03BOHKOB, COCTOMT W3 HapyXHOH
($ubpo3zHoit cymkH, cocrositeit u3z 70% koi-
JareHa, 1 BHYTPEHHETO reaeo0pasHoro crosl,
KOTOPBIN SIBISIETCSI OCTATKOM 3MOPHOHAIIb-
HOW Xopabl, Ha3bIBaeMoH sapoMm [8]. Bmecte
9TH CTPYKTYPBI U XPALIEBbIE KOHIIEBbIE ILIa-
CTHHBI 00ECTIeYHBAIOT THOKOCTH MO3BOHOY-
HUKA. Y XOHAPOJUCTPOPUIECKUX CcOoOaK
MyJBIIO3HOE SIIPO TTOCTEIICHHO 3aMEHSETCS
XOH/IPOLIUTOMOJOOHBIMHI KJIETKAMH B TIPO-
L[ecce XOHJPOMIHON MeTaljia3uH, KOTOPBIN
MIPOUCXOIUT C POXKACHUS B TedeHuu | rona
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xku3Hn [9]. HemaBHue WCcleOBaHUS ITOKa-
3aJIH, 9TO Ha MO3JTHUX CTaJNAX JIeTeHEepaIIH
y HEXOHJAPOAUCTPO(GOUIHBIX COOAK TaKKe
MIPOMCXOJUT 3aMEHA KJIETOK XOpJbl Ha XOH-
JPOLIUTOINIONOOHBIE  KJICTKH, aHAJOTWYHO
WU3MEHEHHSIM, HaOJII0aeMbIM y XOHAPOINC-
TPO(OUTHBIX TOPOJ, HO B Ooyee CTapiieM
Bo3pacte [8]. Ommcano nBa pa3HBIX THUIA
IVD tun I u tun II. Tun I BcTpeuaercs uc-
KIIOYUTENEHO Y  XOHAPOIUCTPOYUICCKUX
MOPOJ M XapaKTepH3yeTCsl MPexJIeBPEeMEH-
HOW JiereHepareil Bcex JUCKOB y MOJIOJIBIX
cobak. Tum II BeTpewaercss y MOXKUIBIX CO-
0aKk ¥ OOBIYHO OrPAHUYMBACTCS MOPAKECHH-
€M OIHOTO JTUCKA TOIBKO C YaCTUYHBIM BBI-
MITYMBaHUCM. B TMOMyNAIMOHHBIX HCCIEIO-
BaHUSIX YCTaHOBJICHBI MOPOJBI C ITOBHIIICH-
HBIM PUCKOM pPa3BHTHS CKEJICTHBIX IHCILIA-
3UM - 9TO OWIIM, KOKEP-CIaHUEIH, TaKCHI,
¢bpaniry3ckue OyJIbaoTH, jxaca arco, MeKH-
HECBl, BEJIBII-KOPTH TIEMOPOK W MIK-TIY
[6]. Wmetorcs maHHBIE O KOHCEPBATUBHOU
«pacTIPOCTPAHCHHOCTH B TEUYCHUE >KU3HU
SD y cobaxk, gto coctaBiseT 3,5% ot oOreit
TIOITYIISAIIUN;, OJHAKO, Y XOHIPOIUCTPOQIUe-
CKOI TTOPOJIBI C HAWBBICIICH CTEIICHBIO PHC-
Ka, TaKChl, PaCIpPOCTPAHEHHOCTh B TEYCHHUE
*u3Hu coctaBiser 20-62%, a ypoBeHb
cMepTHOCTH - 24% [2,12]. MccnenoBanus
TIOMYJISIIMK HOBOIIOTJIAH/ICKUX PETPUBEPOB
C pa3muYHBIMH (hOpMaMH CKEJIETHBIX JIHC-
wrasuid (SD) BEISBUIN 3HAYUTENBHYIO CBS3b
12-M6 accouMUpOBaHHOTO TaIUIOTHIA C
CFAI12, u3 xotopeix 1,9 M0 sBistroTcs 00-
LIMMH Yy XOHIPOAUCTPOGOUIHBIX Hopoxa. B
OCHOBE 3TOW CHIIBHON accormanuu it SD y
HOBOLIOTJIAHJICKMX PETPUBEPOB YCTAHOBIICH
KpUTHYEeCKHA nHTEpBal -12 M6 ot chrl2: 36
—48 M6, a tounee 36, 4 — 38,3 M0. bruio
TaKXKe YCTaHOBJIEHO, YTO YACTh 3TOTO acco-
OUUPOBAHHOTO TaIUIOTHIIA OBLIa pacIpo-
CTpaHeHa y JIByX I0pPOJ] CO0aK, CYMTAIONIX-
Csl KJIACCHYECKH XOHJIIPOIUCTPOPHUUECKUMH:
aMEpHUKaHCKHH KOKep-CIiaHuedb W OuIJb
[5,9] . Tocnenyrommii 0OIIIET€HOMHBIH acCco-
LMATUBHBIA aHAJIM3 MAaTOJOTHH MEXIIO3BOH-
KOBBIX JINCKOB | THIIa y pasHBIX MOPOA MO-
Ka3zan Ty ke obxacte B 1,9 M6 nHa CFAI12.
OTO BEpOSITHO IO3BOJISICT IPETIOJIOKHTb,
YTO JIOKYC, OTBETCTBEHHHBIN 3a SD y petpu-
BEPOB, TAK)KE OTBETCTBEHEH 3a IATOJIOTHIO
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IVD I tima u XOHIPOAUCTPOPOUAHBINA (e-
HOTUN y JApyrux mopon cobak. Ilpm ¢u-
3UKaJIbHOM OCMOTpE peTpuBepoB ¢ SD, kpo-
M€ KOpPOTKHUX KOHEUHOCTEH, BCTpedaauch
BaJbrycHble Jedopmanuu u OoJblIMe yII-
Hble pakoBHHBI [8]. [lpyrue reHerudeckue
nccnegoBanus [VDD y Takc u Mmopdomorun
JUITMHBI KOHEYHOCTEH y MOPTYTalbCKHX BO-
JSIHBIX COOaK BBISBHIM OAWH M TOT K€ JIO-
kyc Ha CFA12 [14]. Ucnome3ys GWAS,
aBTOPBI YCTAHOBHWJIU CBSI3b JAHHBIX IATOJIO-
ruil ¢ ogauM peruoHom Ha CFA 12 nmns SD
(KOpoTKHE KOHEYHOCTH) B Mpejaenax OJHOU
nopoxsl (PBonferroni = 0,01) u 3a0onesa-
HHEM MeXTo3BoHKoBoro mucka (IVDD) y
pasusix mopon (PBonferroni = 4,0 x1010).
Takum  oOpa3oM, OBIIO  YCTaHOBICHO,
yto perpored FGF4 na CFA18 Bauser Ha
JUIMHY KOHeuHOocTH, a perporeH FGF4 na
CFA12 0o0BsicHsIET XOHAPOAUCTPODOUIHBIN
(eHOTHUII, KOTOPBII BKIIFOYAET JJIMHY KOHEY-
Hocti u [VDD (> 50). Bnionxe BeposiTHO,
YTO B T'CHOME COOAaKM €IIe €CTh PEeTPOKO-
MUY, WHIyOUpyomue (EHOTHI, KOTOpbIC
erie He oOHapyxeHbl. CBsI3aHHBIC C XOHIPO-
qucTpodue MyTanuM IMPOM3OIIIA OYCHb
JTaBHO, TOCKOJIBKY €CTh OMHCAHUS CO0aK ¢
KOPOTKMMH KOHEYHOCTSIMH, BO3PacCT KOTO-
peix mpessimaeT 4000 ner [15]. Kpome To-
ro, 00e MyTalHMu MPOUCXOAAT OJHOBPEMEH-
HO y c00aK M3 pa3HbIX TPYHII OPOJ U Teo-
rpadudeckux wmecromonoxkeHmit.  Cyme-
cTByIOT QakThl, uto FGF4 mBaxknel perpo-
TPaHCIIOPTHPOBAJICA Y CO0aK 3a MOCIIEIHUE
3 - 4000 netr. daktop pocra hudpodIACTOB
4 ( FGF4 ) npeacrasinsier coboii reH ¢axTo-
pa pocTa, IKCIPECCUPYEMBIil B OIpeesieH-
HBIX TKaHSX M B OIpEAEICHHOE BpeMs Ha
MIPOTSHKEHUH SMOPHOHAIBHOTO PAa3BUTHA Y
mblei [16]. FGF4 Beicoko skcnpeccupyer-
Csl B alMKaJIBHOM 3KTOJIEpMaJbHOM T'peOHe
pa3BHBAIOIIETOCS 3a4aTka KOHEYHOCTEH, a
Tak)Ke B COMHUTaxX M XOpJe, KOTopbie 00pa3y-
0T  TO3BOHOYHBIH  ctomd m  IVD
[18]. TTepenaua curnanoB FGF neobxonnma
JUISL COOTBETCTBYIOIIETO AMOPHOHAIBLHOTO
aKCHAJILHOTO ~ pocTa W CEerMEHTallHH,
a  wmbiueunsle  runomopdsr  FGF4  /
FGF8 xapakrtepusyroTcs U3MEHEHHOH MOp-
¢omorneld TO3BOHOYHHWKA W  MEHBIIH-
MH 3adaTkamu KoHeuHocTed [4]. Kpome
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toro, y runomopdoB FGF8 nabmromarorcs
THIOIUIACTHYECKUE WM HECYLIeCTBYIOIINE
CTPYKTYpHI BHemrHero yxa [1]. OO6cmemoBa-
HHE PETPOTCHOB B STAJIOHHOM I'€HOME coba-
KM TI0Ka3ano, 9to y cobaku okomno 70 ¢yHK-

IIOHATBHBIX perpore-
HOB; OJIHAKO COOOIIAIOCh, YTO TOJIBKO
IpeabIIyIas BCTaB-

ka perporeHa CFA18 FGF4 Obina cBsizana ¢
BBI3BIBAIONIMM  3a00JieBaHUE  ()EHOTHIIOM
[17]. Parker HG et all. mpeamomoxwmm,
yto uHcepuus perporeHa CFA18 FGF4 6yn
€T JKCIpPEecCHpoBaThCs Oaromapst BCTAaBKE
BOJIM3M TOCIJIEIOBATENILHOCTEH CO CBOMCTBA-
MU IpoMoTopa
[17]. Kak Tonpko perporen FGF4 nosiBuncs
W JaJ SIBHBIH (pEHOTHII, BEpOSTHO, ObLI NpPH-
MEHEH CHJIbHBII OTOOp JUIsl €ro COXpaHeHUs,
YeMy CIOCOOCTBOBAN IOJTYAOMHWHAHTHBIA
XapakTep MyTaluu. ABTOPBI MPEANONIAraloT,
YTO TETEPO3UTOTHBIM (PEHOTHIT 3CTETHUECKH
JKETaTeJIeH W 4TO OTOOp TOJIEPKHUBACT
BCTaBKY C OTHOCHUTEJIBHO BBICOKOM 4aCTOTON
ae-

neil. Uccnenosanue nncepruu CFA12 FGF
4 y npyrux HOpoj Takke MOKa3ano BhICO-
KyI0 4acTOTy ajuiesied y HECKOJBbKHX MeJl-
KUX M CpeHuX Iopoj cobak. B moponax,
nmeroumx uHcepuuto CFA18 FGF4, nanpu-
Mmep, y Oaccer-xayHna, KapJIuraH BeJbII
KOpTH, Takc, HaOMonaeTcst bojiee 3HAUMMOE
YMEHBIICHNE BBICOTHI, YTO IOITBEPKAACT
BIHsHUE oOoux perporeHoB FGF4 Ha pas-
Mep (UMHY) KocTed koHeuHocTed. Kpome
cerperanyun 1o BBICO-
te, uHcepuus CFA12 FGF4 Taxke cerpe-
rupyet ¢ BocnpuumMunBocthio kK [IVDD tumna
I Xancena. 13 Bcex citydaes IVDD, renoru-
MUPOBAHHBIX IS JaHHOW WHCEpIUH, BCE
OBUTM TOMO3WTOTHBIMH MYTaHTaMH WJIH Te-
TEPO3UTOTAMH, YTO CBHJECTEIBCTBYET O TOM,
qT0 OJTHOM JIOTIOJIHUTEILHOMN KO-
mun FGF4 na CFA12 nocraTtoyHo aist BO3-
HukHoBeHus [VDD tuna I. BropuuHoit na-
TOJIOTHEH MO OTHOIIEHHIO K Tpbbke VD
SABISCTCA MHEJIONATHS, PaCIpPOCTPAHECHHOE
HEBPOJIOTHYECKOE 3a00JIeBaHWE CIIMHHOTO
Mo3ra y cobak. Takum oOpa3om, pacTymiast
MOIYIIPHOCTE  HEKOTOPBIX MOPOJ XOHJIPO-
JUCTPO(UYECKOTo THIA, YTO MO BCEMY MUPY
UCUHUCIIAETCSl MMJUIMOHAMH, TPHUBOAMT K
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oJITHOBpeMeHHOMY oTOopy u 1o IVDD, u no
MUEJIONATHH.

Jns  nuddepeHInanTbHOR  THATHOCTHKHI
CXOIHBIX TOPAKCHUH MNEPeIHUX KOHEYHO-
cTeit OblTa cocTaBineHa Tabumia 1.
BBIBO/IbI

[Toce mpoBeJEHHOTrO aHalIM3a JIMTEpaTy-
pBl, O0000IIEHHS H3yYaeMbIX MNATOJOTUMH
MOXKHO CJIeNlaTh BBIBOJ, YTO XOTS KIMHHYE-
CKas KapTHHA CXOJHA W IIPOSBIIACTCS B BHIC
UCKPHBIICHUS TEPEIHUX KOHEYHOCTEH B
BO3pacTe 10 1 roma, STHONOrHA 3a0oJieBa-
HUU UMeeT CYIIECTBECHHBIC pa3jniusi, MyTa-
uny, BeigBiaeHHble HAa CFA 12 m CFAI1S8
UMEIOT pa3jinyusi, a TaKKe PasHyl HOpOJ-
HYIO [IPEeIPACIIOI0KEHHOCTb.

Hereditary pathologies the forelimbs in
the dogs. MukiyY. V. - Ph.D., Assoc. de-
partment veterinary genetics and animal
husbandry , St. Petersburg state Academy
of veterinary medicine
ABSTRACT

In dogs, such hereditary limb pathologies
as chondrodysplasia, achondroplasia, pseu-
doachondroplasia and dysplasia of the elbow
joint are known. This paper reviews the liter-
ature on hereditary limb pathologies: chondrodys-
plasia, achondroplasia, pseudoachondroplasia,
anomaly of the forelimb (FA / EA), dysplasia of
the elbow joint. Differential diagnosis is re-
quired as the abnormalities have similar clin-
ical features in dogs. To understand their
differences, a summary table was compiled,
including the following sections: name, gen-
eral disorders, clinical signs, additional
signs, mutations and breeds in which the
anomaly occurs.

It was found that the clinical picture is sim-
ilar and manifests itself in the form of curva-
ture of the forelimbs at the age of up to 1 year,
however, the etiology of the diseases has significant
differences. Mutations identified on CFA 12 and
CFAIS vary, as well as different breed pre-
disposition. Genetic tests for these anomalies
have not been developed, therefore the main
diagnostic methods can be examination, ob-
servation, fluoroscopy. Thus, the study, gen-
eralization, systematization of similar pathol-
ogies by etiology, age of manifestation, vari-
ous features and type of inheritance is rele-
vant.
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