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DKCIIEPUMEHTAJIBHASL MOJIEJIb
HACJIEJACTBEHHOU NE®OPMAILIMU TTO3BOHOYHUKA

A-M. 3aiioman, I1.M. Bopodun, T.B. Pycosa, A.B. Kopeaw, A.B. Caxapog

Hayuno-nccnenoBarenbckuit MECTUTYT TpaBMAaTOJIOTMY U OPTOTIE UM
Uucturyr uyronorun u renerurn CO PAH, Hosocubupck

llymem ckpewusanus deyx aunuii moiweis ¢ u3gecmubMu 2eHemu4eckumu deghekmamu noay-
uena modeav dehopmauuu nozeonounuxa muna dosesnu lleiepmana—May. Mopgonoeuyec-
kue u yaompacmpykmypvie UccAe008aHUs NO360AUAU C ONPEOCAEHHOU O0CMOPONCHOCHbIO
IKCMPAnoAUposame pe3yabmamel 3KCHEPUMEHMOE HA KAUHUYECKUEe NPOAGAEHUA U3YYaemMOl
namoao2uu u 00BACHUMb OCHOBHbIE NAMOSEHEMUMECKUE MEXAHUIMbL PA3GUMUS NPOUECCa.

Model of spine deformity-like Sheuermann—Mau disease was obtained by crossing of two lines
of mice with known genetic defects. Results of morphologic and ultrastructural studies permitted
1o extra-polate the obtained data, with certain prudence, on clinical manifestations of investigat-
ed pathology and to explain the main pathogenic mechanisms of process development.

IlepBble nombITky MOneposannsa Gosesun [leii-
epmaHa—DMay Ha KMBOTHBIX OTHOCATCA KO BPEMeHN
NepBBIX omyucaHmit 3Toii 6osesnn. K. Mau 3adurcu-
POBaJI NO3BOHOYHUK CODAKM B IOJIOMKEHMUN CTUOaHUA,
1 yepes 3 MeC B TPYIHOM OT/esle Y Hee cpopMMUpoBa-
nace kudorndeckasn pedpopmanud. Ilo IpusHAHMIO
aBTOPA, IIOJTy4eHHas MOJleJIb He MOTIJIa CYUTAThCS pe-
Pe3eHTaTUBHOM, TaK KaK B OCHOBE MaTOJOTUN JIeKaT
He MexaHn4eckue, a 6ojiee CJI0KHbIE MeXaHMU3MBL
B nambHediiemM nouck sTmoornaeckmnx dakTopOB 1y-
TeMm MofenpoBaunsa 6onesnn leitepmana—May 0bLa
npozgosxen. Bocnpoussoauaucsk mertaboamdeckue
CABUIY B OpraHM3Me »KMBOTHBIX [17] HapylieHneM Jio-
KaJIbHOTO KPOBOOOPAII[eHIA B MO3BOHOYHUKE TIOCPEI-
CTBOM IePEBA3KM CeTMeHTapHbIX aprepuit [1], mepe-
BSASKM BEH B COYETAHNM C IOBPEKIEHUEM CTPYKTYP
NIO3BOHOYHMEKA [2], UYTO IPUBOANIIO K PA3BUTUIO Y MK~
BOTHBIX K1boTideckoit nedpopmarun. [lo mepe HaKOI-
JICHNA NaHHBIX O MOP(OJOTMYECKNX U KJIMHUUECKUX
HapymeHusx npu 6osesnu Ileitepmana—May nsme-
HAJCA U MOAXOJ K 3KCIIEPVMEHTAJbHBIM MCCJIeI0Ba-
HIAM 3TOM NaTOJIOTUN.

B nocsiennue ronpl Bee gallle MoABAAKOTCA CBELIe-
HMA 0 HaCJIeACTBEHHOM IpupoJe 3adoJeBaHys U CO-
OOLIEHMA O MONBITKAX CO3JAaHUA ero reHeTHdecKoi
mozesu. IIpn mccitegoBaHMM MBIIIIEN ¢ BPOYKIEHHBIMMU
aHOMAJIMAMM IIO3BOHOYHMKA, TOMO3UTOTHBIX 10 Ky
rety [14, 15], ycraHOBJIEHO, YTO HApPYLIEHNME CUHTE3a
IIPOTEOTJIMKAHOB B COYETaHMM C MeXaHM4YecKOil Ha-
TPY3KOM NPMBOAUT K KMUQPOTUUECKON medopMalny
M03BOHOYHMEKA. [I031HEe ObLJI0 TOKa3aHo, YTO IePBUY-
HBI 3 (PeKT JaHHOM MyTalmu 00yCJIOBJIEH MePBUU-
HOM MmomnaTueii [6]. Posb cTpecca kak dpakTopa pas-
BUTUS TIATOJIOTMM MEYKIIO3BOHKOBBIX IVCKOB MCCJIe-

nosasach B paborax Revel u coaBT. [13]. ABTOpamn
HbLJIO BBIABJIEHO, UTO MeXaHu4deckne, 0COOeHHO IIOBTO-
pAMIIMeca Harpy3Ky IPUBOAAT K IIP0JabupoBaHNIO
IVICKa M HapYIUIEHNIO B XPAMIEBBIX CTPYKTypax Tel
[I03BOHKOB. DTMOJOTUIO D0JIE3HY [IbITAINCh 00 BACHUTE
neUILMTOM Meau M LUCTeMHa B OpraHuame ITHIl Ha
npuMepe TUOMAJbHOM JUCXOHIPOILIa3MK, OTHAKO IIPO-
BecTU MapaJjyenyu Mexay Gosesnpro IleitepmaHa—
May u TnbuajbHO AMCXOHAPOILIa3ueil aBTopaM He
yaasnochk [10]. Bee atu momesn Gosesun Illesiepma-
Ha—May He ObLIM HOCTATOYHO MHGOPMaTIBHBIMM,
MIOCKOJIBKY He 06'bACHAJN [TaTOTeHeTIYeCKIX 0CODeH-
HoCTel 3abosieBaHMA.

Hamu Ha OCHOBE TI0JTy4eHHbBIX KJINHUKO-TeHeTIHdeC-
KUX JAHHBIX B OKCIIePUMEHTe Obljla co3[aHa reHeTy-
4JecK! 3aBUCUMaa MOeJb Jedpopmaliny I03BOHOTHI-
ka. Ilocaenyrolee nccsefoBaHNe € MCIOJb30BaHMEM
MOPGOJIOTUYECKUX, DMOXMMITYEeCKMX METOL0B 1 COIO-
cTaBJIeHNE C KIVHUYECKUMI JaHHBIMY T03BOJIMJIO CHM-
TaTh 3Ty MOJeJb Pelpe3eHTaTUBHONM.

MATEPHAJI 1 METO/blI

Ha 120 %u1BOTHbIX Oblna Nosly4eHa reHeTn4eckn 3aBucu-
Masi moaesnb aedopmauvy NO3BOHOYHMKA Tuna GonesHu
WenepmaHa—May nyTem CKpeLIMBaHNS ABYX JIMHWIA MbiLLEN
C W3BECTHBIMW reHeTUYecknMmn aedektamn. OaHa U3 MHWIA
Hblna reTepo3nroTHa no mytaumm Undulated short tail — Uns
(MyTaHTHBI PAX-1 rew), apyras — no Agouty yelloy — A
(Agouty MyTaHTHbI reH)’. B Hopme PAX-1 reH Ha cragum
11-gHeBHOro ambpuoHa koampyeT GopmMmposBaHue BEHTPaslb-
HbIX 0TAEN0B cknepoToma [3, 13]. Agouty reH okasbiBaeT BN~
HMEe Ha 0OMEHHbIE MPOLLECChl B COEAUHUTENBHON TKaHW, Npo-
HULLAEMOCTb KNETOUYHbIX MeMOpaH 1 0OMeH BHYTPUKIIETOM-
HbIX MOHOB Kkanbuusa [8, 12]. Mpu ckpelwimBaHUM 3TUX ABYX
JVHWIA MblLLEN BbiAn NONyYeHb! ABOIHLIE reTepo3nroTsl UnsAY,
y KOTOpbIX Habnoganucb kudoTnyieckne nedopmaunm rpya-
HOFO OTAEena Mo3BOHO4YHMKA (naTt. 2152644 P®). KOHT-

* Mblm myTasTHBIX cTokoB C57B1/6 UnS+ u C57B1/6 AY/+ b1 mobesHo npefgocrasiensr A.M. ManameHko (JIabopaTo-
puA sKcrnepuMeHTaNbHbIX KMBOTHBIX PAMH, Mocksa) u T.C. MopoakoBoit (VIHCTUTYT LUTOJIOTMM M Te€HETHKU CO PAH,

HoBocubupck).
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ponem cayxunu 50 Mbilen, FOMO3UTrOTHBIX MO HOPMaNbHbLIM
annenam redos PAX-1 n Agouty, koTopble cerpervposanu
NPV CKPEeWwmBaHUN POOUTENbCKUX NIUHUIA U HEe umMenu ne-
dopmMauni NO3BOHOYHMKA.

B cpoku 1,5, 3 1 6 Mec nocTHaTanbHOro neproaa npoBo-
OUNU PEHTTEHONOTUYECKNIA KOHTPONb NO3BOHOYHUKA. Kpome
TOro, Mopdonorviecknmmn meTogamu nccnegosanu 12-14-
[OHEBHbIE 3MOPUOHBLI. B 3TU Xe CpoKM XUBOTHLIX BbIBOAUIN
13 akcnepumeHTa. lNpenapaTbl NO3BOHOYHUKA UCCNea0Banu
MeTogamMu TPAAULNOHHOM TMCTONIOTUN N TUCTOXUMUN (Xenn-
peakums, peakums ¢ anbLaHOBbIM 1 TONYUANHOBLIM CUHUM
npu pasHbix 3HaveHunax pH, WWK-peakuns). Ans nccneno-
BaHUA OKUCINTENbHO-BOCCTAHOBUTENbHbLIX PEPMEHTOB —
CAr, NAD, NADH, L-rnnuepodocdata — ncnonb3osanu Kpu-
ocTaTHble cpesbl. [Ana 3NeKTPOHHOW MUKPOCKONUM MaTepu-
an ¢ukcmposanu B raTapansaernae n 1% pacrtsope oc-
MU 1 3anMBann B SMOH.

Y 2-HefenbHbIX Mbiwen ¢ kndoTuieckon aedopmaumnen
nccnegoBann coctaB ramkodammHornmkaHos (MFAIN) B mex-
NO3BOHKOBbLIX ANCKax. KOHTpONeM CayXunm NO3BOHOYHNKMN
Mbllwen 6e3 nedpopmaunin. FAl BbIZENANN pacTBOPOM nana-
vHa B 0,2 M Bydepe auetarta HaTtpus pH 5,8 ¢ pobasneHnem
0,01 M 34TA 1 0,01 M uucTteunHa B TedeHmne 18 4 npu 60 °C.
Benkn ocaxpanu B cpeane 5% TpUXIOPYKCYCHON KUCNOThLI C
nocneayowmmM LeHTpudyrmposaHnem. 3atem pacTsop au-
anusosanu npotue 50 MM b6ydepa auetaTta HaTpusi ¢ 0,01 M
OATA pH 5,8 B TeueHne 18 4 Ha xonomy. FAl ocaxnpanu
Tpems obbemamm 96% ataHona ¢ 4% aueTatom Kanms, no-
nyyeHHble ocagku pacteopsnn B 0,4 M Gu-HCl n B aTOoM
pacTBope ONpenensnm KoNm4ecTBo rekCypoHOBbIX KUCNOT [5]
1 cynbdatnposaHHbix FAl [4].

PE3YJbTATDI

KauHMKO-peHTreHoJornyecKkoe mccjaeaoBaHmne.
Yepes 1,5 Mec y IIOJOMIBITHBIX YKMBOTHBIX HaOJII01a/1aCh
KJIVMHIYeCK) onpefessaeMas KudoTndeckasd aedopma-
1A IPYJHOTO OTZesa II03BOHOYHMKA. PEHTreHOJIorn-
Yecky oTMedasach gedopmarius B 40° o KobOy ¢ Bep-
IIMHOM K1p03a Ha YPOBHE IPYIONOACHMYHOTO OTeJsa
no3BoHO4HMKA (puc. 1). Ha Bepine nckpuBieHns Bbi-
ABJIAJNNCH KJMHOBUIHO V3MEHEHHble TeJia [I03BOH-

Puc. 1. Kudornyecrasa nedopmaiys Mo3BOHOYHMKA Y IIOJ-
OIIBITHOM 1,5-MeCAYHOI MBIIIIN.

Puc. 2. Kndornyeckasa nedopmanysa 103BOHOUHMKA y IOZ-
OIIBITHOY 6-MEeCAYHOJ MBIILL.

KOB. Y IByX ocobell B MOACHMYHOM OT[€Jie [T03BOHOY-
HMKA MPUCYTCTBOBAJ U CKOJMOTUIECKIMIA KOMIIOHEHT.

B 3-mecayHoMm BozpacTe gedopMaliys MO3BOHOU-
HUKa y KVMBOTHBIX CTAHOBWMJIACH PUTMIHONM. YToJ K1-
cdosa Ha ypoBHe T4—6 mo3BonKoB fgocturas 60°. Tema
[MO3BOHKOB Ha BEpIIMHE MCKPUBJIEHUSA OBbLINM KJIMHO-
BUITHO M3MEHEHbI, ME}KIIO3BOHKOBBIE IMCKV HepaBHO-
MepHO cy»keHbl Ha ypoBHe T I03BOHKa MMEJMCH IPbI-
sxu IImopaa.

Yepes 6 mec kudorudeckas gqedopmalys B cpei-
HerpyIHOM OT/[eJie T03BOHOYHMKA yCyTyOanach. Yo
kudosza gocrturas 70—90°, Habm0maMCh KJIMHOBU-
Hble 3MeHeHUdA TeJ TO3BOHKOB (puc. 2). Ha Bepumae
nyru gecpopMaluy BeIABIAINCH TPblky [IIMopsa.

Mopdoaorudgeckne uccjie 0BaHuA. ¥ IJI0J0B DKC-
nepuUMEHTaNbHBIX KMBOTHBIX Il mosoBuHBI Gepe-
MenHocTu (12—14 gHeli) IO3BOHOYHMK IIPEACTaBJIEH
XpAmesoi tkaubio. Ha yposae T5—7 nabmomaercs
Jlerkas KJIMHOBUAHAA maedpopMaliys TeJl IT03BOHKOB
(puc. 3) 3a cyeT CHMIKEHMA BbICOTBI UX BEHTPAJIbHBIX
orTgesioB. ['MCTOXMMUYECKM B LMTOILIA3Me KJETOK
BeHTPaJIbHBIX 0THeJoB Tesa T4—6 IMO3BOHKOB (30HA
Oyayliei MaacTUHKM poOCTa) OIpeleJisdeTcsa pe3Koe
CHUMIKEHME YPOBHHA BBIABJAEMBIX BBICOKOIIOJNMED-
Hbix ['AT (peakimsa Xeitna) (puc. 4). B aTux e xier-
kax peakinuu Ha CJI' m NAD pe3Ko CHMIMKEHBI
B 3onax ocreorenesa MopdOJOTMYECKNX M3MEHEeHUN
He HabJOMaeTcAa. MeKII03BOHKOBBIN ANCK IIpesCcTaB-
JIEH B OCHOBHOM XPAIIEBO}M TKaHbIO. XOpJaJbHbIE
3JIEMEHTBI CMeIlleHbl JOPCaJIbHO.

Y KMBOTHBIX B Bo3pacTe 1—15 Mmec Ha carur-
TaJbHBIX Cpe3aX IPYAHOT0O OTAeJsia [I03BOHOYHMKA OII-
penensercsa KJIMHOBUOHAsT medpopmalma Teya T4-6
MMO3BOHKOB. B BEHTpaJIbHBIX OT/[eJIaX XPAILIeBOM I1JI1ac-
TUHKM poCTa XOHApoOJacThl pacroJjaramTca bec-
MOPANOYHO, KOJIOHKOBBIN CJIOI OTCYyTCTBYeT. I'ncto-
XUMUYecKre peakiuu (Xes, aJablIMaHOBbIN U TOJY -
UJAMHOBBIM CUHMI) BBIABJIAIOT OYaroBoe CKOILJIEHME
XOHIPOUTUHCYJIb(PATOB B MaTpUKce U OJIeHY pe-
aKLUMIIO IUTOIJIA3Mbl KJIETOK. EJMHWYHBIE TpaHyJIb
rnukoresa (IIIVK-peakuns, KOHTPOJb aMuIa30ii) 00-
HapysKMBAIOTCA B IMTOIJIa3Me XOHAPOOJIaCTOB. ¥YJIb-
TPaCTPYKTypa XOHIAPOOJACTOB 3TUX 30H Pe3KO MU3-
MeHeHa: MUTOXOHIPUY JUIIeHbl KPYCT, OTEeYHBI; I1J1ac-
TUHYATBI KOMILJIEKC eAMHMYEeH, pacliojlaraeTcs
NPUALEPHO; 9HI0IJIa3MaTUIeCcKas CeThb C pacIlypeH-
HBIMM LycTepHaMmu (puc. 5). OKucanTebHO-BOCCTA-
HOBUTeJbHble (pepmenTnl — CJII', NAD, NADH B
BUJl€ PEeAKUX I'PaHyJl OIIpeNlesIAI0TCA B IPUANAEPHON
30HE XOHAPOOJIACTOB MNpOoJMpepupyIollero cjaod u
VIHTEHCUMBHO — B KJIETKaX BCEX 30H J0PCAJIbHBIX OT-
JleJIOB MJIaCTUHKM pocTa (puc. 6). BmecTe ¢ TeMm Ha-
fsroflaeTcA aKTMBHASA COCYAMCTas MHBa3usA U (pop-
MUPOBaHME KOCTHOM TKaHM B I'MIIEPTPORUPOBAHHOM
CJI0€ KJIETOK BeHTPAJbHBIX OTJEJIOB IJIACTVMHKY POC-
Ta TeJI I0O3BOHKOB. B MaTpukce myiacTMHKM pocTa Ha
TpaHulle HeHTPaJIbHbIX 1 BEHTPAJbHBIX OTZEJI0B MMe-
I0T 30HBI Pa3BOJIOKHEHUA 1 pparmeHTarumn. B nop-
CaJIbHBIX OTJeJIax IIJACTUHKM POCTa apXUTEKTOHMKA
coxpaneHa, [IIVK-peakimsa B uuTonIasmMme XOHAPO-
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Puc. 6 Puc. 7 Puc. 8

Puc. 3. Jlerkas kudornuecran nedopmanms TPYHOTO OTAeJa TI03BOHOYHMKA y 14-1HeBHOro aMOpuoHa (OKpacka reMaTOKCH-
JIMHOM M 903MHOM, yB. 200).

Puc. 4. Xejin-peakima B BEHTPaIbHBIX OTAeNaX XPAIIEBOi GracToMbl 14-1HeBHOr0 aMbpuona (ys. 200).

Puc. 5. Yaprpactpykrypa xouapofiactos 30Hel mposmdepanmn BeHTPaIbHBIX OTJEI0B MJIACTUHKYM POCTa TeJja [O3BOHKA
1,5-Mecsa4HOl MBI (3JIeKTPOHOTpaMMa, yB. 500).

Puc. 6. Beissieune CIAT' 1 NADH & Bume PeIKMX IpaHys B IUTOIIa3Me XOHAPO0OJIaCcTOB MPOaudepupyoIero cIos BEHT-
PaJIbHBIX OTJEJIOB IJIACTUHKM pocTa TeJsa No3BoHKa (peakumus HANVL, ys. 200).

Puc. 7. Hapyuienne apxuTexToHMEYM XOHAPOGIACTOB BEHTPAJbHBIX OTHEJOB IIACTMHKM POCTa TeJ II03BOHKOB 3-MeCAYHOl
mblln (peaknma Crenmena, ys. 200).

Puc. 8. Tpeixa IIIMopsis B 1leHTpaIbHBIX OTAEIAX ILIACTUHKM POCTA TeJ TTO3BOHKOB 3-MeCSYHOI MBI (OKPacKa reMaToK-
CUJIMHOM U B03MHOM, yB. 150).

6macToB nHTeHCHBHA. XoHApouTHHCYIbPATH A 1 C JIOKHMCTAfA 9aCTh AVICKA XeJ- 1 aJblUaH-TI03UTAB-
(pearuym ¢ TomynauuaOoBEIM cynENM pH 3,0) BhIABIA- Hbl. PepMeHTHas UAeHTUMUKALNA [T03BOJIAET BbIf-
I0TCA B UUTOIIa3Me KJIeTOK U MaTpukce. OTmedaeT- BUTH cyJsabdaTtupoBanHble 'AT' Tuma XOHIPOUTUH-
CA JIeTKAsA KJIMHOBUAHASA NedpopMalud OMCKA U CMe- cynbdatoB A u C.
L[eHNe TYJIBIIO3HOTO ANpa AOPCAJIbHO. Yepes 6 mec medopMalua II03BOHOYHMKA MMeeT
Hepes 3 mMec kaMHOBUAHAA HedoOpMalA TeJ 110~ BbIpa’XeHHbII pUruaHblil XxapakTep. CIMHHO MO3T Ha
3BOHKOB Ha ypoBHe T4—7 Hapacraer. B BeHTpasb- BepIIMHe UCKPUBJIeHNU:A cy'xeH. Habmogaercsa mepu-
HBIX OTZIeJIaX TeJl I03BOHKOB KOCTHbIE DaJIKM IINPO- BACKYJIAPHBI OTEK M BaKyOJM3alMs LMUTOIJIA3MEI
KIe, co ciienaMm IepecTpoiikn. Ha BoicoTe nedop- HepOHOB. B BeHTpaJsbHBIX OoTAesax Ted TO—6 30HBI
Mall¥l BEHTPaJIbHBbIE OTHeJIbl IJIACTUHKY POCTa TeJl pocTa OTCYTCTBYIOT — 3Jech cpOpMIpPOBaIach KOCT-
NI03BOHKOB Cy»K€eHbI, OpMeHTaLVIA XOHAPOOJIaCTOB Ha- Haf TKaHb. B MOpCcaJbHBIX OTHesaX IIJIaCTUHKM POCTa
pyuena (puc. 7). 30HAJBHOCTb He IIPOCJIEKUBAELTCH, HabsrogaeTcs cysykeHle repMMHATMBHOTO CJIOA U 30HBI
MaTPMUKC MeCTaMI (PparMeHTNPOBaH, B 30HaX pPa3Bo- nposmpepaimn. B runepTpodupoBaHHEIL CI0N Kie-
JIOKHEHUs BUIHBI JIeMaCKUPOBAHHBIE KOJIJIAT€HOBBLIE TOK BHEJPAIOTCA coCynbl U opMupyeTca KOCTHAA
bubpuinsl. B quToniazme XoHAPoOIaCTOB 1 MATPUK- TKaHb. B 3TUX y9acTKax B IUTOIJIa3Me XOHIPOUNUTOB
Ce MHTEeHCUBHOCTb peakLuil ¢ aJIbLMaHOBBIM U TOJIy M- 1 MaTpuKce BeIABIAIOTCA AT Tima XOHIPOUTUHCYIb-
JVHOBBIM CMHUM CHIKeHa. [lnToriasmaTideckne rpa- datoB A n C (Xeln-peakuns, peakLun C aJblMaHO-
HYJIbI TJIMKOTeHa OTCYTCTBYIOT, CHIUKEHA aKTUBHOCTD BBIM ¥ TOJYUOVHOBBIM CUHVM, KOHTPOJb IMalyPOHN-
depmenToB TkaHeBoro abixanusa (CIAT u NAD), mo- na30ii). B mysbrio3HOM finpe 3TH peakiyun TaKKe Io-
BBIIIEHA aKTMBHOCTb KMUCJION ocdarassl Ha done 3UTUBHBL. AKTUBHOCTb (DEPMEHTOB TKaHEBOTO JbIXa-
MHBAa3MM KaNJISAPOB B BEHTPAJIbHbIE OTZHEJIBbI I1J1ac- s CAT u NAD B coxpaHMBIINXCSA KJIETKaX IJac-
TUHKJM pOCTa HaOJIofaeTcs aKTUBHBIN OCTEOTeHe3. TUHKM POCTA TeJI TIO3BOHKOB IO-IIPEyKHEMY BbICOKas.
MeKI03BOHKOBEIE AVICKM KJIMHOBUIHO NepOpMMUpPOBa- 151 00beKTUBUBALMN TIOJIyYeHHBIX JaHHBIX ObLIN
HBL [IyJbrio3HOE AAPO CMEIEHO AOPCaJbHO, B LIEHT- [IPOBEIEeHbI KOJIMYEeCTBeHHbIe MCCye[0BaHn (hepMeH-
paJibHBIX oTesax — rpbixa [Imopaia (puc. 8). B nop- TOB OKMCJIMTEIbHO-BOCCTAHOBUTEBHOTO PAJia Ha paH-
CaJIbHBIX OTHeJiaX IJIACTMHKM POCTa COXPaHAeTCH HMX cTagmaAx nartosgoruyu. CraTucTuyeckuil aHaau3
o0bIuHaA cTpyKTypa. IlysIbIo3Hoe AOPO U PHIXJIOBO- [TOJIyYEHHBIX JAaHHBIX ITI03BOJINJI pa30uTh BEIOOPKY Ha
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yeTbIpe IPYIIIbI, JOCTOBEPHO pa3Jyndaloliecsa MesK-
ny coboit M COOTBETCTBYIOIIME 30HaM POCTa: MB0TeH-
HBIX TPYII, HUI3KOAKTUBHBIX U BBICOKOAKTUBHBIX KO-
JIOHKOBBIX CTPYKTYP, IMIIEPTPOPUPOBAHHBIX XOHIPO-
IMTOB. B BEHTPAJIbHONM YacTy 30H POCTa aKTUBHOCTD
NAD ObL1a HIPKE, YTO IIPOABJIAJIOCH yMEHbIIeHUeM
KOJIMYEeCTBa TPaHyJ TeTpalojueBoro cuHero. Hambo-
Jiee SPKO BbIPa’KeHHas M CTaTUCTUUYECKM JOCTOBEp-
Has acumMeTpus akTuBHocTu NAD nabmionasaces B
KJIeTKaX M30TeHHBIX I'PyNil. B najbHelinem, o Mmepe
nepexofia KJETOK B KOJIOHKOBBIE CTPYKTYPbI, 30HY
rUnepTpoMPOBAaHHBIX XOHIPOLMTOB, 3TY Pas3JINUNI
CIJIQ»KMBAJIMCh ¥ CTAHOBUJINCH HEZOCTOBEPHBIMIU.
B obsnactsax 30H pocTa, Mpujeramwix K IPOL0JIbHON
0oC) TeJia T03BOHKA, acuMMeTpusa akTuBHOCTU NAD
Oplna Dojiee BhIpa’keHa 3a CYET TOTO, YTO KJETKU
C HUBKUM COIEPIKAHMEM I'PaHyJ TETPas0JIeBOro CH-
Hero BCTpedasych OJiMske K BEHTPAJIBLHOM, YeM K J[0p-
CaJIbHOJ TIOJIOBMHE TeJia ITO3BOHKA.

Buoxummnyeckne muccijieqoBaHus. BbISABJIEHO, YTO
comeprkanue cynbdaTnupoBaHHbIX 'AT u ypoHOBBIX
KICJIOT B XPAILIEBBIX TKAHAX MEKITO3BOHKOBBIX JVIC-
KOB I IJIaCTMHKAX pOCTa TeJl II03BOHKOB y KMBOT-
HBIX OIIBITHOV TPYINbl CHUMKEHO (CM. TabJuauiry),
T.e. HapAy C yMeHbIIeHMeM ODIEero couepskaHmus
T'AT ormeuasach HM3Kas CTeNeHb CyabdaTUpPOBaH-
HOCTM 3TUX BEIeCTB, YTO COOTBETCTBYET MOPOJIO-
TMYEeCKUM JJaHHBIM.

ConepxaHne ypoHOBbIX KUCIOT U CynbpaTtnpoBaHHbix Al
B 00pasuyax 13 Mo3BOHOYHUKOB XUBOTHbIX KOHTPOJLHOM
v onbiTHow rpynmn (M+m)

Cyabsatupo-
T'excyponoBbie
I'pynma kncyorel (TYEK) Bargme TAT  Orsomenye
PKMBOTHBIX (S-TAT) S-TAT/TYK
MKT/MT
Konrponmbraa 960,1+202,1  226,9*=14,6 0,216=+0,028
OnbiTHasn 280,1+12,8 21,7+1,1 0,092=+0,006
p <0,02 <0,01 <0,02
OBCYHJIEHUE

IIpu paccmoTpenuu pe3yabTaTOB MCCJIENOBAHNUA
IIpeXKJie BCEro BCTAeT BOIIPOC 00 aIeKBaTHOCTH II0JLY -
YEHHOJ DKCIIEPUMEHTAJbHOM MOJIEeNM KJIMHUYECKO
cdopme bosesunu llesiepmana—May. Kauanko-penr-
TeHOJIOTMYECKle CCIAeIOBaHMA Jal0T OCHOBaHME C He-
KOTOPOJ OCTOPOKHOCTBIO DKCTPAIOJINPOBATE PE3YJIb-
TaTbl DKCIEPMMEHTOB Ha KJMHUYECKME MPOSABJIEHUA
U3yvaeMoll MaTOJIOTUM M MO3BOJIAIT OOBACHUTH OC-
HOBHBIE€ IIaTOT€HETUYECKUE MeXaHM3Mbl Pa3BUTUA
npouecca. OCHOBHBIMYM KJIMHMYECKVMY MTPOABJIEHNUS~
My 6OJIe3HN Y 9KCIIEPUMEHTAIbHBIX KMBOTHBIX ObLIN:
KudoTrdeckas qedopManya MpeuMyeCTBeHHO TPy /-
HOTO OT/ieJla MO3BOHOYHMKA, Tpblky IlIMopJad, cMme-
LJeHMe IIyJIbIIO3HOTO AAPa AOPCaJbHO U yCyTyOJieHue
nedopmanyuy B epuosbl pocTa. AHaJOTUYHbIE KJIM-
HMYECKME CUMIITOMBI XapaKTepHbl U AJs KJIVMHUYeC-
Kovt doopmer 6osesuu [leitepmana—May. Mopdosio-
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rM4ecKue NposBJIeHUsA HedopMalyy COCTOAIM B Ha-
PYILIEHUN aPXUTEKTOHUKM BeHTPAJIbHBIX YacTell miac-
TUHKM POCTAa TeJI I03BOHKOB IPYyAHOro oraena. Ha atom
droHE 0TMEUaJOCh pe3Koe CHMKEHME MHTEHCUBHOCTH
peakuuu Ha XOHAPOUTHHCYAb(aTel A 1 C B MaTpuk-
ce XpAIEeBOM TKaHM M B LMTOIJIA3Me XOHAPOLMTOB
YKa3aHHBIX 30H, YTO aeT OCHOBaHMe NyMaThb O Hapy-
wenun Jiubo cunresa AT, b0 CTPYKTYPBI IPOTEO-
TJIMKaHOB.

ITo-Buagumomy, Bce HaburonaeMble M3MEHeHMA fB-
JIAIOTCSA He NPUYMHAMMY, & CJIeICTBMEM JOKaJIbHbIX Ha-
pyLIeHNiT pa3BUTKA T03BOHOYHMKA Ha PAHHMX dTamax
smbpuorenesa. enbl cemericrBa PAX mpoayuupyior
I HE-cBasbiBawimecs 0eJiKM, KOTOPbIE SABJIAIOTCA
BHYTPUALEPHBIMU (hbaKTOpaMy TpaHCKpunuym. TpaHc-
Kpumuua camoro reda PAX-1 orpaHndnBaeTcs aMbpu-
OHAJIbHBIM TEPUOLOM U He HabJsromaeTca y B3POCIbIX
skuBOTHBIX [11]. Bblio moka3aHO, YTO B HOPpME JKC-
npeccus reda PAX-1 nHaunHaeTrcs Ha 9-11 IeHb pa3Bu-
THS MBIIIVHOTO S9MOPMOHA B CKJIEPOTOMAJIbHBIX JaCTAX
comutoB. Ha 10-11 1eHb OH SKCIPECCUPYETCH B CKJe-
POTOMAaJIbHBIX KJIeTKaxX, KOTOpble (DOPMUPYIOT Mepu-
XOpAaJbHy0 TpyOKy. 3aTeM 2TOT PaiiOH dKCIIpeccuyn
nojpasnesfaeTcsa Ha CerMeHTBI, COOTBETCTBYHOIINE
MEJKII0O3BOHKOBBIM AMCKaM [7]. AHAIM3 Pa3JIMIHbIX My-
raumit o reny PAX-1 uz cepun Undulated nmokasad,
yro PAX-1 urpaet poJsip MejuaTopa B Iiepefiade CuUr-
HAJIOB OT HOTOXOPZAbL B pa3BuUTUM aKCUaJbLHOTO CKe-
nera PAX-1 onpenensieT maTTepH CerMeHTalA CKJIe-
pOTOMa ¥ pa3BUTUA MEKIIO3BOHKOBBIX IVCKOB.

Beuio mokasano, uro myrtauyusa Un® ABJIAeTCA 110
CyLIIeCTBY BecbMa IIPOTSYKEeHHOI nejenyeil (pasme-
pom Gosiee 100 trH) Bcero rena PAX u ero dpyaHku-
PYIOILMX IIOCJEN0BATEJIbHOCTEN. OKCIEePMMEHTHI II0
HaIlpaBJIEHHOMY IIOJIYYeHMIO0 HYJIb-MyTaluil B TeHe
PAX-1 BeisiBun, 910 MOpporereTndeckne 3 erTs
myTtanyy UnS cBA3aHbl ¢ geJienyeil He TOJIbKO CaMOro
resa PAX-1, HO u ero (pIaHKMPYIOLINX II0CJEI0BA-
TeJibHOCTeL. Bp110 00HApY’KEHO, YTO reTePO3UTr0ThI 10
Hy1b-PAX MMe0T NpakTu4ecKyl HOPMaJbHbIN (PeHo-
TUII, & CTElleHb HApYIIeHUA Pa3BUTUA y TOMO3UTOT
3HaYUTEJIbHO caabee, yem y romoaurot o Un® [18].

Oty pasznnuua B adpdperTax MexxAy Jeseuuein
PAX-1 (Un®) u ero HyJb-mMyTauueir MOTYT CIYyXUTb
o0bsAcCHeHMeM OOHapysKeHHOTO pakKTa, 4YTO JBOJHBIE
rerepo3uroTel UnS/AY nmeror ropasno 6osee BbIpa-
JKeHHble HapyIllIeHMsA B Pa3BUTUU OCEBOTO CKeJIeTa,
yeM OIMHOYHBIe reTepo3uroTbl Un®/+ (y reTeposuror
AY/+ Hapyuienuii B pa3BUTUM TI03BOHOYHMKA He Hal-
neHo). VIzBectHo, uro myTtamma AY (kak u Un®) aBisa-
eTcA IpoTskeHHo [9, 16]. IBa oTu reHa HaxXoOATCSA
B nuddepeHINaIbHO UMIPUHTUPYEMOM paiioHe Xpo-
MOCOMBI 2 Ha paccrosaaun 7 ¢cM apyr oT apyra. Mosk-
HO AyMaTb, YTO IIPUCYTCTBME HA OJM3KOM pPaCCTOs-
HIM B TPAHCIIOJIOKEHMM BTOPOIA esiennyt BeJeT K yCu-
JIEHUIO MOP(OTreHeTUUeCKUX nedpeKToB, 00yCII0BJIEH-
HBIX gejenueli rena PAX-1, koropeii cam no cebe
SIBJISIETCSA TalJio-A0CTaTOYHbBIM.

He nckmoueno, oguako, uro myraimsa AY ycyry6-
JIIeT MOCJeJCTBUS HapylIeHUi POPMUPOBAHUA IIO-
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Henonnnnoce 80 netr Ceprero TumodpeeBnuy 3auenuHy — KpurHerieMy 0TedecTBeHHO-
MY OpTONeay-TPaBMaTo/ory, XMPYpry, KOCTHOMY Matosiory. Kasazocs Gbl, COBCeM HelaBHO Mbl
No3ApPaBAsAan ero ¢ 75-netnm (cMm. «BecTHMK Tpaematonormu u optoreavnr No 3/98), u BOT
HOBbIY, elle Gonee 3ameuarenbbid o6mneit! Ilpomemmue 5 neT, Kak M Bes xusHb Ceprest
Tumodbeesnua, Gbin 3anonHe b HAYUHBIMK TIOMCKAMH, aKTHBHOM MPAKTMUECKOH IeATebHOCTBIO.
! C.T. 3awenuHy npHHannexmT orpoMHas 3ac/1yra B CTaHOB/IGHHHM M PA3BUTHH TlepeoBOi OTeye-
|| CTBEHHOW IIKO/bI «KOCTHAs MaTO/MOTUs», Npekae BCero B paspaboTke NMpobieMsl OpraHoCOXPaHsAo-
|| LUKMX OMepaLmi Mpu ONyXo1aX KOCTeH, KOTOPOH OH Hadas 3aHWMaThca B 1958 . 3a Gonbiiow Br1aa
|| B pa3paboTKy MeTo/a 3aMelleH s CYCTaBHbIX KOHLIOB, [OPaKEeHHBIX OMYXO/IbIO, KOHCePBHPOBAHHbI-
{| MW annorpaHcninantatamu emy B 1977 . npucyxaena [ocynapcrenHas npemus CCCP. TlepsriM
& B Hawen ctpaHe Cepreil TuMoceernu Hauan B 1967 1. WIMpOKO BHEAPATb SHAONPOTe3UPOBaHHUe Y

OHKO/IOTHYECKHX HO/IbHBIX, MOAMULIMPOBAB M3BECTHbIe M CO3/aB HOBble 3HAOMNPOTe3bl. B 1966 r.
OH TMPeANIORUA YAandTh LE/TMKOM [OPaeHHbIe OIMYXO/IeBbIM MPOLIECCOM KOCTH M 3aMellaTh MX CIelMasIbHO CO3AaHHBIMH
| TOTa/lbHBIMKM 3HAOMPOTe3aMy GeApeHHOM, I7IeUeBOM KOCTH, 00erx KOCTel Mpearvieyubs, /0MaTKH, IPYAMHbI, HaAKO/IeHHHKa,

MATOYHOM KOCTH. DTO HOBOE HallpaB/eHHe 3HAUMTE/IbHO PACUIMPU/IO BO3MOKHOCTH COXPAHHOM XHPYPrUKM B KOCTHOW OHKO/IO-
run. Cepreit TumodeeBny OHMM M3 TepPBbIX Hauas OMNepHpoBaTh GO/MBbHBIX C OMYXOAAMK KOCTeH Tasa, MPYAMHBL, TTO3BOHOY-
Huka. M3nanuas um B 1984 r. monorpadus «CoxpaHHble orepaliiy Mpy 1edeHnH GO0IbHBIX C OMYXOIAMH KOCTeR» MOonyina
camoe wMpokoe npusHanue. B 1999 r. C.T. 3auenuny ¢ rpynnoi Koaer npucyxaeHa [ocynapcrentas npemus Poccynt 3a
paspaBoTKy M BHeApeHHe B KIMHWUECKYIO TPAKTHKY KOMOMHHMPOBAHHBIX METO/OB NeueHHs OCTeOreHHOM CapKOMbl. PaBoTsl
3acnyxeHHoro aestens Haykd PCPCP npodeccopa C.T. 3auenyHa He MPOCTO COOTBETCTBYIOT MUPOBOMY YPOBHIO, OHH BO
MHOTOM OrepesKaloT [AOCTHKEHMA APYrMX opToreauueckrx wkoa. B Hadane 70-x romoe Cepreit TuModbeeBrd OOHHM M3
MepBbIX B HallleM CTpaHe Hauya/l 3aHMMaThCA M3ydeHreM MeTabonMMyecKHX 3aboneBaHMM KOCTeH, /leyeHHeM OCTeornoposa
BUTaMuHoM D, — npo6reMoi, KoTopas ceroaus npuodpena raobasbHoe 3HaueHye.

O npusHatuu 3acayr C.T. 3alienuHa He TOMBKO B Hallleil CTpaHe, HO M BO BCeM MHpe CBHAETE/bCTBYET TOT (PaKT, UTO
B Teuenue 12 niet on sieasincs HauvoHanshbiM aeneratom CCCP B SICOT, ms6upancs Buue-npesunextom SICOT.

B nacrosimee Bpems Cepreit TUMOdeeBMUY MPOOMKaeT aKTMBHYIO BPadeGHYI0 M HAYUHYIO [efTe/IbHOCTb, padoTas
BeAYIIMM Hay4YHbIM COTPYAHMKOM oTaenenus KoctHoi natonornu LIMTO. B aTo otaenenne on npumen 46 net Hasad v B
Tedenvie 23 ner (¢ 1966 no 1989 r.) seasncsa ero pykoBoanteneMm. OH BhimoaHseT Gorblive M OCOGEHHO TPYAHBIE
OMepallMK Ha TPYAHOM KAeTKe, I/eYeBOM Tofice, KOCTAX Tasa, MpHueM orepupyeT He Tonbko B LIMTO, Ho 1 B Apyrux
Nle4eBHBIX YUpeKACHUSX, Kyaa ero MpUI7IallaloT Kak aBTOPUTETHEHIero CrielasmcTa.

B 2001 r. Bbuuna B cBeT 6ombliasg MoHorpacdua C.T. 3auernvHa «KocTHas MaTo/0rks B3POC/BIX», B KOTOPOHM Hall/IH
OTpa’keHHe pe3ay/bTaThl ero MHOTOMeTHHX HAaYuHbIX MCC/Ie[OBAHWH M OTPOMHBIN, YHHKa/IbHBIA TPAKTMYeCKUil OMbIT. JTa
KHHra, HeCOMHEeHHO, 3aliMeT [OCTOMHOe MeCTO B MMPOBOM HaY4HOM MeAMLMHCKOM /1MTepatype.

[Mosnpaensiem Cepres Tumodeesnu ¢ 80-netvieM, xenaeM eMy 310POBbf, CEMEHHOro 6r1arornonyuust W AOMTHX AeT |
AKTMBHOM TBOPYECKOM KM3HH!

Koanexmue HUTO um. H.H. [Ipuoposa, Accouuayus mpasmamonoeos-opmonedos Poccuu, Obwecmeo mpaemamonocos-opmonedos | |
u npomesucmos Mockebt u Mockosckoii o6aacmu, pedkoareeus «Becmunuka mpasmamonoeuu u opmoneouu um. H.H. Ipuoposa» |
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