POCCHMCKMH BECTHUK No2, 2011

JeTCKoil XHPYPriH, aHECTE3HOIOTHH H PeaHHMATOJOTHI

FopbyHosa B.H., Kanypuna T.U., benoror 0.J1., Apcentbe B.I., LLabanos H.N.

HACNE[CTBEHHbIE HAPYLUEHWA COERUHUTENBHON TKAHW
B AETCKOW OPTONEANYECKOW NPAKTUKE. YACTb II

Cankr-leTepbyprekas rocyaapcTBEHHan NeAMaTPUYECKas MEAULMHCKAR aKapeMus;
Cankr-leTepbyprekas MegULMHCKas akagemMus NOCNeANNNOMHOr0 06pa3oBaHus;

BoccraHoBUTENbHbIM LEHTP BETCKOW opToneauu v Tpasmatonorum Cory3;
Ory «BnO BoexHo-meanLMHCKas akapemusy, CankT-Metepbypr

Gorbunova V.N., Kadurina T.I., Belonog O.L., Arsentyev V.G., Shabalov N.P.
HEREDITARY CONNECTIVE TISSUE VIOLATIONS
IN CHILDREN'S ORTHOPAEDIC PRACTICE

Pe3rome

O030p MOCBSIIEH HACIECACTBEHHBIM HapYIICHUSIM
coequnutensHor Tkann (HHCT), Bcrpewarommcs B
JIETCKOM oproneanyeckoil npaktuke. [Ipencrasnena kiu-
HUYecKasi XapakTepucTuka ocHOBHBIX KiaccoB HHCT.
[IpennpunsaTa MOMBITKA OMOXMMHYECKOM CHCTeMaTH3a-
[N HACJIEZICTBEHHBIX CKEJETHBIX AWCIUIA3UH, 00yCIOB-
JIEHHBIX TEHEeTHYEeCKUMHU JedeKTamu OeJKOB BHEKIIe-
TOYHOTO MarpuKca, (PepMEeHTOB NX OMOCHHTE3a, a TaKKe
OCHOBHBIX PETYIATOPOB Mop(oreHe3a COeANHUTETHHON
TKaHHU, TaKUX Kak TpaHchopmupytomue u Gudpodmact-
HbIe (haKTOPHI POCTA, WX PELENTOPhl U AHTArOHUCTHI, &
TaKKe TPaHCKpUILMOHHBIE (akTopsl. [IpoBeneHo coro-
CTaBJICHUE 3TOW Kiaccu(uKamu ¢ MexTyHapoIHO#i HO-
MEHKJIATypOH HACIECICTBEHHBIX CKEJICTHBIX IHUCILIA3UM,
OCHOBAHHOH TJIaBHBIM 00pa3oM Ha PEHTI€HOJOTHYECKHX
JTAHHBIX.

Knrwouesoie cnosa: nacieocmesennvle HapyueHus
COCOUHUMENbHOL MKAHU, O0emCKas Opmoneouyeckas
NpaKmuKa, Hacie0CmeeHHble CKelemHble OUCTIA3UL.

HacnencrBeHnble HapylieHHst

COeIMHUTEJILHOW TKAHHU, CONPOBOKAAIOIIHECS

0CTEOXOHIPOAUCILIAZUSIMH, TH30CTO3AMH,

CHMHOCTO3aMH U THIIEPOCTO3aMH

Oxomno 15% HHCT otHOCcATCS K KITacCy OCTEOXOH-
nponuciiasuit. B Tabn. 1 mpencrariensl 34 HO30I0TH-
YecKue OPMBI HACIECTBEHHBIX OCTEOXOHPOIUCTIIIA-
3UH, pa3BUTHE KOTOPBIX OOYCIIOBICHO NPHCYTCTBHEM
MyTanuil B 16 reHax. TU TeHbl KOAUPYIOT XPSAIICBbIC
u MopdoreHeTHyeckre OCNKH, OTHOCSIIUECS K 6 pas-
JUYHBIM OMOXMMHYECKUM CEMEHCTBAM: XpSIIEeBbIC
KOJUIaT€HBl W TIPOTEOTTMKAHBI, (pepMEHTHl OHOCHHTE-
3a mmko3amMuHorukaHoB (I'AL), cTpykrypHble Oenku
XpSILEBOM TKaHU, MOP(OreHeTHYECKHE OCTKH, BKIIIO-
Yas pelenTopsl GakTOPOB pocTa U TPAHCKPUIILIMOHHBIE
(baxTopsl.

Abstract

The review is dealing with hereditary connective
tissue disoders in children’s orthopaedic practice. It
provides a clinical characteristic of it’s main class-
es. Review also includes an attempt of biochemical
systematization of the types of hereditary skeletal
dysplasia caused by genetic defects of extracellular
matrix proteins, enzymes taking part in their biosyn-
thesis, and the main regulators of connective tissue
morphogenesis, such as transforming growth factors
and fibroblast growth factors, their receptors and an-
tagonists as well as transcription factors. This clas-
sification is compared to the International Nomen-
clature of Skeletal Dysplasia which is mainly based
on radiological data.

Key words: hereditary connective tissue di-
soders, children’s orthopaedic practice, heredi-
tary skeletal dysplasia.

IIpencraBum pe3ysbraThl CUCTEMAaTH3aLUK HAaCIEA-
CTBEHHBIX CKEJICTHBIX JHUCIUIA3UH HA OCHOBE BOBJICYCH-
HOCTH B IOPAaKEHUE OTAEIBHBIX JJIEMEHTOB CKElEeTa.
[loguepkHeM, 4TO reHEpann30BaHHOE MOPAKEHUE CKe-
JICTa ABJSICTCA BCAYLIMM KIIMHUYCCKUM IMPOSABICHUEM
BCEX OCTEOXOHPOIUCIIIA3UH.

Ilo3Bonounuk, rpyauna, pebpa. Hapymenue ocan-
KU B BUJIE CKOJINO03a, KN(o3a, Ku(POCKOIM03a, aToI0TH-
YECKOr0 JIOP/103a, iehopMaliiy HO3BOHOYHHKA U TPYAHOM
KJICTKH COMPOBOKIAIOT OOJBIIMHCTBO HACIEACTBEHHBIX
(hopM OCTEOXOHIPOAUCIIIA3NH, cuHapoMa Dnepca—/laH-
JI0, HECOBEPLICHHOIO OCTEOreHe3a, Map(aHOUIHOro
CKEJIETHOTO CHHIpOMa, cuHIpoma buiica, depenHo-Kkio-
YUYHOM AWCIUIA3MH, CBA3aHHOM C MyTalUsMH B TeHE
0CTEO0NACTHOTO TPAHCKPUNIMOHHOTO (akTopa 2. [pbuku
Imopis, ocTeopuTH TPYIOMOSCHUYHON 001aCcTH, OCTEO-
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Taonuya 1. Hacneocmeennvie 0cmeoxoHOPOOUCHAA3UL

Hozonoruyeckas gpopma, OMIM

OCcHOBHBIE KIMHHYECKHE KpUTEepHH IHATrHOCTUKH

I'en, nepBu4HbII
OnoxumMuyeckuii gedext

Cronannosnudu3apHas JUCIUIasus,
BpoxeHHas; 183900

Bpoxnennoe ykopoueHue TyI0BHIIIA, TUIATHCTIOHIHIIHS,
pacmmpenne snnudu30B, coxa vara, 3aiepikKa KOCTHOTO BO3-
pacra, paciieniHa Hé0a, IaToJorUs OpraHa 3peHHus

COL2A1 (12q13.11-
q13.2), xonnaren II Tuna,
MaXKOPHBIH XpAIIEBOI
KOJIIareH

CrionaunosrmmeTau3apHast Iuc-
wiazus Crpynsuka (Strudwick);
184250

TsoKenblid HAaHU3M, YKOPOUEHHE TYJIOBHILA, PACIIMPEHNIE
anu(hu30B, MeTa)HU30B, CKOJINO3, KMIEBUIHAS Ae(opMaliys
TPY/IMHBI, paciieniHa HEOa, MaToNOrus CeTYaTKH

Crormmnonepudepideckas QICIia-
3us; 271700

CrioHAmI0A MM (pI3apHAS AUCTUIA3HS, TUIATHCTIOHIIIISA, JIHC-
TaJBHBIN AM30CTO3, HAHM3M, KOCONIATIOCTh, OpaXMIaKTHIHA,
TUTIOTITA3Hs CPEAHEH YaCTH JIMIA, MUOTIHS, TYTOYX0OCTh

[InarucoHMIAYECKAs CKENIeT-
Hasl TUCIIIa3us, THII ToppaHia
(Torranca); 151210

Hannswm, Mukpomennsi, OpaxuaakTuiIns, y3Kas rpyaHast
KIIETKA, UIATHCIIOHIMIINS, KOPOTKUE U IIMPOKUE KOCTH Ta3a,
MaxpoIe(anms, MBIIIEYHAs THIIOTOHHU, ape(IeKcHs, paH-
HAA THOCTb

Axounnporenes, tun I, unu tun Jlan-
repa—Canuno (Langer—Saldino),
runoxonziporenes; 200610

Peskoe ykopoueHune TyI0BHIIA, MUKPOMEIHS, BOJISTHKA XKH-
BOTa HapyIIeHHe ocCHUKAIIN KOCTeH, Makpoledams,
BHYTPUYTPOOHAs THOETH IIT0fa

JHucmasus Kuwucra, (Kniest) me-
TaTPOIHAs KapIMKOBOCT, THIl I1;
156550

BeipaskeHHbIH HAHH3M, KOPOTKOE TYJIOBHUIIE, TYTOMOIBIIK-
HOCTb CyCTaBOB, PACIIMPEHHE H OCTEOIOPO3 MEeTa(u30B, MHO-
KIS, TUIOCKOE JIMII0, MaKpoueavs, MaToIorhs OpraHa 3peHus

MHuoxecTBeHHas! anupu3apHast Jiuc-
I1a34s1, C MUOIIMEH U KOHJYKTUBHOU
TYrOyXocTbio; 132450

Hannswm, paciumupenue snupu30B, MUOIHUS, KOHYKTHBHAS
TYTOyXOCTb

MeraduzapHast XOHIPOTHCILIA3HS
[IImuma (Schmid), 156500

MeTtadu3apHblii IH30CTO3, HCKPUBJICHHE KOHETHOCTEH,
coxa vara

COLI10A1 (6q21-q22.3),
KoJu1areH X TUIa, MUHOp-
HBIH XPSIIEBON KOJIareH

CrormoMeTadu3apHas QucTna-
304, SAMOHCKUI THTI

[InaTHCOH NN, YKOPOUEHHE TYJIOBHIIA, PACIIUPEHHE
MeTa(u30B

OtocrnonamoMerasnudu-3apHas
JWCIUIA3Hsl, ayTOCOMHO-PELECCUB-
Hast; 215150

[Iporpeccupyrormas HEHPOCEHCOPHAS TYTOYXOCTh, S (PH-
3apHas TUCIUIA3HS C [UTMHHBIME ST (DH3aMH, IIATHCTIOH/IH-
JIUsl, XPOHMYECKUE OCTEOAPTPUTBI, JIUIEBbIE JUCMOP(HH

COL11A2 (6p21.3), xon-
nares XI Tuna, MUHOPHBIIA
XPAILEBOM KOJUTareH

OtocrnonauioMeradnudu3apHas
JUCIUIa3us, CHHIpoM BeiiccenOaxe-
pa—Lseiimromnepa (Weissenbacher—
Zweymuller); 277610

CeHcoHeBpanbHas TyroyXxocTb, raHTeNe00pa3Has KOHPHTY-
patmst 6eaep, OonbIIe pa3Mephl SMU(H30B, TPAKTHIECKH
HOPMAJIBHBIH POCT, KyPHOCHIIl HOC C BBIBEPHYTHIMU HO3IPSI-
MH, paciieniHa HE0a, MUKPOTEeHHS, TIOCCONTO3

Crionmunosmibu3apHas JUCIIa3us
Kumbepmn (Kimberley); 608361

VKkopoueHHUe TyNOBUIIA i KOHEYHOCTEH B COYCTAHUM C PaH-
Hell apTponaTuei

AGCI (15q26.1), arrpeka,
XPSIIEBOH MPOTEONIMKAH

Cunnpowm IIBapra—[xamnens
(Schwartz—Jampel), tun I; 255800

MuoTOHIYECKAst MUOTIATHSL, XOHAPOMUCTPODHS, HAHU3M,
TJIa3HBIC U JIUIEBBIC TU3MOP(UN

HSPG2 (1p36.1), mepe-
KaH, XpAILEBOI IIPOTEO-
DIIMKaH
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JluccerMeHTabHAS TUCTIIA-
3us CunbBepMaHa—XaHIMaKepa
(Silverman—Handmaker); 224410

JleranbHas (l)OpMa HEOHATAJIbHOI KapJIMKOBOCTH C JUCIIPO-
MOPIHUOHAIIBHBIM YKOPOYEHUEM KOHEIHOCTEH

CnonaunosnumerapusapHas Jiuc-
TTa3¥s TAKUCTaHCKOTO THIIA

Bposxnennas snuuzapHas IUCILUIAa3Ks ¢ MATKUMU MeTadu-
3apHBIMH aHOMAJIMSIMH, JINCTIPONOPIIMOHAIEHO YBEINYNBA-
OLIMMHUCS B TIOCTHATAJIBHBIH MEPHOA

PAPSS2 (10922—q24),
(epMeHT cynbdaTHpoBaHus
TAT

Cnonannosnmdu3apHas JUCIUIasys,
T Omanu (Omani); 608637

Tspxenbrit mporpeccupyomuii KHOCKOIN03, BAIBTYCHAS
nedoparyst KOIEHHBIX 1 JIOKTEBBIX CYCTaBOB, META00IH-
qecKast apTPONATHsI, PH30METMICCKIH HAaHU3M, yMEPeHHAs
OpaxuIaKTHINS, KAMITOIAKTHIINS, MUKPOLOHTHS

CHST3 (10g21.1), yrue-
BOIHAS Cynb(oTpanchepa-
3a 3; epMeHT Ccymb(arnpo-
Ba-uud [AT

HuacTpoduyeckas IUCIIIA3US;
222600

TsoKenbIiA CKOHO3, IBYCTOPOHHSA BPOXKICHHAS e(opMarys
KHCTEH U CTOII, YTONIIEHHE YIIHBIX PAKOBHH, IPEKIEBPE-
MeHHasl KalbIu(uKalms XpsieH, paciiersa TBEporo Héda

SLC26A2 (5¢32-q33.1),
TPAHCIOPTED CEPbI

Arenocreorenes II tuma; 256050

BripaskeHHOE YKOPOUSHHE TYIOBHUIIA C POXKJICHHSI, MATCHBKAS
TPyIHAS KIIETKA, CKOJHO3, KOCOJIAIIOCTh, BAJIBIYCHAS YCTAHOB-
Ka OOJIBIIINX NaJIbIEB KUCTEH 1 CTOII, paciieiHa HE0a

Axongporenes 1B; 600972

VKOpoUeHHE TYIOBHIIA, MEKPOMEIHS, HCTOHICHHE 1 MHO-
JKECTBEHHBIC TIEPENIOMEI pedep, BOASHKA )KHBOTA, BHYTPHY-
TpoOHas WM HEOHATATbHAs THOEIb TI0a

XoHIPOIUCILIA3US TOUCUHAS OpaxH-
Tene(ananreatbHas, X-CIeIICHHAS;
302950

['MroruTa3us AUCTaNbHBIX (haJIaHT, JIUIEBbIE aHOMAJIHH, Ka-
TapaKTa, 3a/Iep’KKa YMCTBEHHOTO Pa3BUTHS

ARSE (Xp22.3), apuicyib-
(araza E

ITceBnoaxoHapoIIIasys, ayTOCOMHO-
nomuHanTHas, 177170

Hannswm 3a cuér yKopoueHust JUIMHHBIX TPyOUaThIX KOCTEH,
pacmmpeHne MeTaQu30B, TUCILIA3UA SN(HU30B, 33/CPiKKa
KOCTHOTO BO3pacTa, OpaxuiaKTHIINs, BapyCHAsl WM Ballb-
TyCHAs YCTaHOBKA KOJICHHBIX CYCTaBOB

COMP (19p13.1), xps-
LIEBOM OJIMTOMEPHBIN Ma-
TPUKCHBIN O€IIOK; XpsIe-
BOM TPOMOOCTIOH/THH

OnmnuzapHas JUCIUIa3Us, MHOKe-
ctBeHHas1, T [, Tun Daiipbanka
(Fairbank), tun Pu66unra (Ribbing)

DHXOH/IPANbHBIN AU30CTO3, MUKPOAIU(DHU3UapHAs IUCIIIA-
301, OpaxUIaK THIHS

Axkpomesomenuueckast XOHIpo-
Jucnnasus Xanrepa—ToMIICOHA
(Hunter-Thompson), ayrocomHO-pe-
neccusHas; 201250

BeripaxeHHBIN HAHNU3M, YKOPOUCHHUE JUTMHHBIX TPYOUaThIX,
MeTaKapIaibHbIX, METaTap3aIbHbIX KOCTEH 1 (haslaHT Malb-
1eB, e(opManis 1 AUCIOKANS K331 TOJIOBKH pajinyca

CDMP1 (20q11.2),
TPOM3BOAHBIN (aKkTop pocta
1 mudepeHIm-poBKH 3,
XpAIIEBOIT MOP(OTEHETH-
qeckuii 6enok

Xounpomucnnazus ['pede (Grebe),
ayTocoMHO-oMuHaHTHas; 200700

Vkopouenne u aeopMaIys BceX KOHEYHOCTEH, CHHOCTO3
KapHaibHbIX, TAP3aJIbHBIX KOCTEH, OTCYTCTBHE POKCH-
MaJIBHBIX U CPEIHUX (haaHr

Axpomezomennaeckass XOHAPOIu-
CIUTA3Ms ¢ AHOMATUSIMHU TCHUTAINH,
ayToCOMHO-perieccuBHas; 609441

AKpoMe30MeHs, pa3THIHbIe AHOMATNH TeHHTAIHI

BMPRI1B (4q23-q24),
penenrop IB kocTHBIX MOp-
(oreHeTn-uecKux OCIKOB

OcreornohonngecKas JUCILTA3H,
ayTOCOMHO-/IOMUHAHTHas;
166250

Pr3omenuyeckuii HaHI3M, JTUIEBBIE aHOMANH, HHOpPO3HAs
JHCILIA3Hs, CTIOHAMIO3IIMeTau3apHas JUCILIA3Hs C yKOpO-
YEHHEM IIeH, OOJBIINX NAJIbLEB KUCTEH, OpaxHiaKTHInen

FGFR1 (8p11.2—p11.1), pe-
nenrop 1 GpuobpodmacTHRIX
(hakTOopoB pocra
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YIIMHEHHOE Y3KO€ TYJIOBHIIE, PU30MEIMUECKHH HAHI3M, YKO-
pOUeHHe MPOKCUMAIIBHBIX OT/ENO0B KOHEYHOCTEH, Makpole-

(anmusi, HaBUCArONTNI 1100, THIOIA3us cpeneii wacty mna, | FGFR3 (4p16.3),

Axongpornnazust; 100800

TaNbIbl PYK MO THITY TPE3yOLia, TUIepMOOHIBHOCTh CYCTABOB,
0COOCHHO KONECHHBIX, 3aTPyTHEHHE PAa3THOAHIS 1 POTAIIHI
JIOKTEBBIX CYCTABOB, IIOSCHIYHbIH THIIEPIOPI03, yMEPEHHAS
MBIIICYHAsA TMIIOTOHUSA, 3aJICPKKa MOTOPHOI'0 pPa3BUTHA

pernerrrop 3 pudpodIacT-
HEIX (haKTOPOB pocTa

lunoxonapomnasust; 146000

Huskwuit poct 3a cuéT yKopoueHHs: KOHEUHOCTEH, HopMaib-
HBIE pa3Mephl TOJIOBBI, UPOKAs TPyAHAs KJIETKa, II0CKas
BBICTYIAIONIAs TPY/NHA, IIMPOKHE KUCTH U CTOIIBI, OTPaHH-

YEHHE JBIKEHUH B Ta300€IPEHHOM 1 JIOKTEBOM CyCTaBax,
BAPYCHOE MCKPUBIICHUE TOJIEHEH

CxeneTHas JUCILIAa3uA ¢ TEMHBIM
AKaHTO30M

Tsokenast aXOHAPOILIA3Us C 3aAEPKKOM YMCTBEHHOTO pa3By-
THS1, THIIEPKEPATO30M Y THIIEPIUTMEHTALUEH KOXKH

TanatodopMHas qucIuIa3us, T [;
187600
OHATaJbHOM IEpUosIe

KapnukoBocTh 3a cueT yKOpOUECHHs KOHEUHOCTEH MPU HOP-
MaJIbHOM JUIMHE TYJIOBHILA, MUKPOMEIHS, KOPOTKHE pedpa,
IIMPOKKE U KOPOTKHE KOCTH Ta3a, JeTAIbHbIH UCXOM B He-

Tanarodopmuas aucrnasus, Tum I1;
187601

Kreeponono0Ouslii uepen 1 TaHaTOQOPMHAS KAPITHKOBOCTb

Cxenernas qucrnasus Can Jlnero
(San Diego); 270230

Hnamcnommnmecxaﬂ JICTAJIbHAA CKCIICTHAA JUCIIIa3H

Kamnomuenuyeckas aucrasus,
ayTocoMHO-JoMuHaHTHas; 114290

BposkaeHHble NCKPUBICHNUS AMHHHBIX TPYOUaThIX KOCTEH,
HaHM3M, y TPETH MYXIIH — 00paTHas peBepCHs 1moja

SOX9 (17q24.3—q25.1),
TPAHCKPHUITIHOHHEIH (ak-
Top Sox9

AxpokanurohemopaibHas Juc-
11133451, ayTOCOMHO-PELIECCUBHAs;
607778

KonycoBuaHbie S u3bI BEpXHUX KOHEYHOCTEH 1 Oeziep

IHH (2q33—q35), TpaHc-
KpuUnuuoHHbIH paxtop [hh

XOH/IPO3 HAOJOIAIOTCS TP MHOYKECTBEHHOM 3nudu3ap-
Hoi mucrutaszun [-111 THIToB 00yCITOBICHHBIX My TAITUSIMA
B IreHax Pa3INuHbIX 0-CyObeIMHUII XPAIIEBOTO KOJITareHa
IX tuma [1-3]. [lomumopdHbIe amieny reHoB KoJlareHa
IX Tuma Takxe SBISFOTCS TeHETUUSCKUMHE (DAKTOPaMU pH-
cka 0O0JIe3HU MEKITIO3BOHOYHBIX JINCKOB, KOTOpAs TPOSIB-
JSIETCS IeTeHEPATHBHBIMU U3MEHCHHUSMH M YILIOIICHUEM
TeJ MTO3BOHKOB, MHOYKECTBEHHBIMH OCTEO(HUTAMU H MEXK-
M03BOHOYHBIMU TPbLKAMU HOSICHUUHOTO 0TAENA [4].
Koneunocru. [ledgopmanus u aucriasus KOHEU-
HOCTEH BXOIST B CTPYKTYPY MPAKTUYECKU BCEX HACIE/-
CTBEHHBIX OCTCOXOHIpoAMCILIa3uii. Kpome Toro, moao0-
HBIC KIIMHUYECKUE TIPOSIBIICHUS XapaKTepHBI I quadu-
3apHO auciuiasnn Kamypartn—OHreabMaHHa, CKIEpO-
CTe03a U AJIETbHOTO eMy BapHaHTa TeHEePaTH30BaHHOTO
KOPTHKAJILHOTO TUIEPOCTO3a BaH bydema, 00yciioBneH-
HOTO MYTAallUsSMU B T€HE CKJICPOCTUHA — OMHOTO U3 aHTa-
ronuctoB TGFB-1omo0HbIX KOCTHBIX MOp(OreHeTHue-
ckux OenmkoB. K nmedopmariusim KOHEIHOCTEH MPUBOISAT

nedexTsl TpaHCKpUNIMOHHBIX (akTopoB Pax3, Sox9
n HoxAl13, acconuupoBaHHbIe COOTBETCTBEHHO C pas-
BUTHEM cuHIpoMa BaapnenOypra Il tTumna (amnenbHbIi
BapUaHT — YEPENHO-IUIEBOI CHHIPOM C TIIyXOTOU U Jie-
(exramu pyK), KAMIOMEJINYECKON ANCTIIA3UH U CHHAPO-
Ma aHOMAaJIMH KUCTEH, CTOI U TEHUTAJIUH.

Kuctu u cronbl. /ledextsr KucTeil u cTonm BXOIAT
B CTPYKTYpy OY€Hb MHOTHX HACIIEJICTBEHHBIX CKENEeT-
HBIX muciutazuil. [Ipu 3a0oneBaHusX, 00YCIOBIEHHBIX
MYTaIUsIMH B TeHaX XPSIIEBBIX KOJUIATCHOB U JIPYTUX
CTPYKTYPHBIX OCIIKOB XpSIIEBOIO MaTpHKCa, a TaKkKe
(epMEeHTOB MX OMOCHHTE3a, JCPEKThI KUCTEH M CTOI
9acTO TIPOSBILIIOTCA B popMe OpaXxUOaKTHINH U Oojee
PEIKO — KaMIITOMAKTWiInK. MyTarmu B TeHax Mopdore-
HETUYECKUX OCNTKOB B OOIBINEH CTENEHN acCOIMUPOBa-
HBI C CHHOCTO3aMH 3aISICTHBIX, MPEIILTIOCHEBBIX, MEX-
(haJIaHrOBBIX CYCTaBOB, CUHJAKTHIINCH U cUM(aTaHTU3-
MoM. Ilpudem mis 3a007eBaHUH, CBSI3aHHBIX C TEHETH-
YECKUMH aHOMAJISIMH PEIenTopoB  (uOpoOIacTHRIX




JeTCKoil XHPYPriH, aHECTE3HOIOTHH H PeaHHMATOJI0THH

(bakTopoB pocTa, XapaKTepHO COUCTaHHE CHHIAKTHUIMU
C KpaHHOCHHOCTO3aMU. | eHeTHUecKye HapyIeHHs B pa-
00Te TPaHCKPUITIIUOHHBIX (PaKTOPOB MOT'YT IPUBOIUTH K
MINPOKOMY CHEKTPY JeopMannii KUCTeH 1 CTOT, BKIIO-
yasg OpaxMIOaKTHIMIO, CHHAAKTWIHIO, IOJHAAKTUIINIO
U KIMHOZAKTWINIO. XapaKTEPHbIM KIMHUYECKUM IIPO-
SBJICHHEM Map(aHOMIHBIX 3a0oJieBaHHH, OOyCIOBICH-
HBIX MYTalUsSMH B TeHaX (UOPHIUTHHOB U PELENTOPOB
TpaHcHOpMUPYIOIX (HAKTOPOB POCTA, SBISETCS apax-
HOZAKTWINS. B CTPyKTypy Kiaccuueckoro CHHIpoMa
Onepca—/lanno, 00ycIoBIEHHOTO Yamie Bcero aedexra-
MH KoJulareHa V THIa, HEPEAKO BXOIST IJIOCKOCTONME,
BapycHas 100 BaJIbIyCHast IeOpMarys CTOIIbI.

Hnst BcexX OCTEOXOHAPOIUCIUIA3UM XapaKTepHO
reHepaIM30BaHHOE MopakeHue ckeneta. OmHako mpu
pasHBIX 3a00JIEBAHISIX MOXET OBITH B Pa3HOW CTEIICHH
BBIpa)KEHA TUCMOP(HS OTAECTbHBIX KOMIOHEHTOB CKelle-
ta. Hapsimy ¢ 3TUM B HaTOJNOTMYECKHH MPOLECC MOTYT
OBITh BOBJICUEHBI JPYTUe CUCTEMBl M opranbl. CTemeHb
MOPaKEHUsI OT/ICJIBHBIX YacTed CKelleTa B COUCTaHHH C
nedexramu Ipyrux MOpQOIOTHUECKUX CUCTEM OTIpeie-
J5IeT 0COOCHHOCTH KJIMHUYECKONH KapTHHBI, XapaKTepH-
3yIoLIed KaXIyI0 U3 MPEACTaBICHHBIX HO30JI0INUECKIX
¢GopM HacIeACTBEHHBIX OCTEOXOHApoxuciuiazuid. [lo
JaHHBIM PsiJja HCTOYHUKOB (CM. HUKE), HAMH COCTaBJICHA
Tabnmuna 2, B KOTOPOW MpeCTaBiIeHa CyMMapHas 3THO-
JIOTUYECKasi XapaKTePUCTHUKA ITUX 3a00JICBaHMH.
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[Ipunsto cuurarh, uto 59% HACIEICTBEHHBIX OCTE-
OXOHJIPOJIUCITIA3MH OOYCIIOBICHBl MYTAIlMSIMUA B TE€HAX
XPALIEBBIX KOJUIAr€HOB — MaXOpHOTro KostareHa Il Tuma
[5—-8], muHOpHBIX KoiwtareHoB X 1 XI Tumnos [8, 9], xps-
mIeBbIX TpoTeorkaHoB [11-13] wim QepmeHToB HX
ounocunTe3a [14—16]. OcranbHble 3a00eBaHMs CBA3aHBI
C MyTaIsAMH B T€HaX CTPYKTYpPHBIX XPSIIEBBIX OEIKOB
[17, 18] u mopdoreHeTnuecknx OENKOB, Yalle BCErO B
TeHaX perenTopoB (UOPOOIACTHRIX (DAKTOPOB pOCTa
[19-22]. Hdns OoxesHeid, OOYCIOBIEHHBIX Je(eKTaMu
XPSILIEBBIX KOJIJIAreHOB, XapaKTEpHO TeHEpPaIM30BaHHOE
MOPaKEHHE KOCTHO-CYCTABHOW CHCTEMBI, BKIIOUAOIIEe
Hapsily C 3aJIep’KKOU pocta nedopManuio KOHEYHOCTEH,
TI03BOHOYHHKA, TPYAMHBI, pedep, CyCTaBOB, OPTaHOB 3pe-
HUS U CITyXa, JIUIEBbIe aHOMAITNH, a0IOMUHAJIBHBIE TPhI-
xwu. C Ipyroit CTOpOHBI, BPOXKICHHBIE Ae(DeKThI KUCTEN U
CTOII, pa3JINYHbIE BAPUAHTHI KPAHHOCHUHOCTO30B, TIOpake-
HHME BHYTPEHHHMX OpPIaHOB Yallle COITPOBOXK/IAIOT BapHaH-
TBI OCTEOXOHAPOMUCILIA3HH, 00YCIIOBICHHBIX My TAIIUSIMH
B TeHax Mop¢oreHeTndeckux OenmkoB. [Ipu HacnencTen-
HBIX 3200JIEBaHHSAX CKENETa, CBSI3AHHBIX C MyTaIlUsSIMH B
TeHaxX XPSIIEBBIX MPOTEOIIMKAHOB, CTPYKTYPHBIX Oell-
KOB U (PEpMEHTOB OHMOCHHTE3a IJIMKO3aMHHOIJIMKAHOB,
HaOMIONAeTCsl CMEHIAHHBIH XapakTep (EeHOTHIHYECKHX
NpOsBIECHUM marojorud. HekoTropsle HACIEACTBEHHBIE
CKEJIETHBIE JIMCIIIa3uH 00yCIOBIEHBI MyTallMsIMU B TeHAX
TPaHCKPUNIIMOHHKIX (hakTopoB [23, 24].

Tabnuya 2. dmuonocuueckas XapaKmepucmuka HAci1e0CMEeHHbIX 0CNEOXOHOPOOUCNAA3ULL

OcTeoXoHAPOANCILIAZHU buoxumnueckoe cemeiicTBO (YMCJ10 MYTAHTHBIX I'€HOB)
OCHOBHasi YHCII0 XpsilieBble XpsileBbie 6(1:1 eopcl;:::;::; c:pﬂmem;ll:]e MOpdoreHeTH ECKHE GeTKH
JIOKAJTH3AIHS (%) KOJUIATeHbI | NPOTEONIMKAHDI TAT p%le:ﬂl BKPH pelenTopsI thaxToper
MaToJIOT Ul A3) ) 4 ) @) TPAHCKPUIIHH
“ @ ()
Yucno, % 3abonesanuti c nopasicenuem onpeoeneHnoll cucmembl
['enepanu3oBaHHas 34 11 3 6 4 8 2
TIATOJIOTHS CKENeTa (100%) (32%) (9%) (18%) (12%) (23%) (6%)
3 HUX ¢ NpUSHAKAMU CO CMOPOHbI
JITMHHBIX 21 11 2 0 3 3 2
TpyOUaThIX KOCTEH (62%) (52%) (9%) (14%) (14%) (9%)
To3BoHOUHNKAE, 22 9 3 4 0 4 2
TPYIMHBL, pebep (65%) (41%) (14%) (18%) (18%) (9%)
Yepemna, numa Y / 2 ) 0 > 2
pena, (56%) (37%) (10%) (16%) (26%) (10%)
Kucreii, cron 17 3 0 > 4 4 !
’ (50%) (18%) (29%) (23%) (23%) (6%)
CycraBoB = o 2 2 2 \ 0
4 (38%) (46%) (15%) (15%) (15%) (8%)




Jn30¢T03BI, CHHOCTO3bI, THIEPOCTO3bI. [lpu He-
KOTOPBIX HAaCJIeJJICTBEHHBIX OCTEOXOHAPOAUCIIIA3UAX Ha-
psLy ¢ TeHEepaIM30BAHHBIM MTOPAKEHNEM CKEJIETa MOTYT
HaOJIIONAThCSl YETKO BBIPAKCHHBIC aHOMAJIMU Pa3BUTHUS
OTZENbHBIX KOCTEH WIIM UX KOMOWHAIMH, TO €CThb AH-
30cTo3bl. Tak, nmepugepudeckuii TU30CTO3, MPOSBISIO-
HIMACS YKOPOUEHHEM MPEeUMYIIECTBEHHO IUCTalIbHBIX
OT/IEJIOB BEPXHHUX M HIDKHUX KOHEUHOCTEH, XapaKkTepeH,
B YaCTHOCTH, JJI CIIOHAMWIONEPU(EPUIECKON U IIaTu-
CIIOHIMIINYECKOM CKEJIETHBIX IucIIa3uil. CIoHgIIOMe-
TauzapHas JUCIUIa3Us STIOHCKOTO THIA IPOSBISETCS
MeTau3apHBIM IU30CTO30M U YKOPOUEHHUEM TYJIOBHIIA.
IIpu akpomMe30MenMYECKON XOHAPOIAUCIUIAZUM XaHTe-
pa—TomricoHa HaOIOAaeTCsl YKOPOUCHNUE MeTaKapIaib-
HBIX W METaTap3aJbHBIX KOCTEH M, 0COOEHHO, (amaHT
nanbleB. [unepocto3 n cxiepo3 Auadu30B JITMHHBIX
TpyO4aTbIX KOCTEH JIC)KUT B OCHOBE Pa3BUTUS AHa(H-
3apHOi aucrmnasuu Kamyparn—OnrensManHa. CHHcok
MOI00HBIX 3a00JICBAHUI MOXKET OBITH IIPOJIOJIKEH.

OIHaKo 3HAYUTENFHO Yalle pa3inuHble GOPMBI JTi-
30CT03a, CHHOCTO3a U THMIEPOCTO3a HAOIIONAIOTCS IPH
HHCT, oOycrnoBieHHBIX MyTalusMH B TeHaX Mopdo-
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reHetyeckux OenkoB (Tabm. 3). [lpu sTOoM pazinuHbie
(hopMBI MHOKECTBEHHOTO CHHOCTO3a, CKJIEpOCTeo3a
U TUIIEPOCTO3a aCCOLMUPOBAHbl C MyTaLMsIMU B T€HaX
antaroHuctoB TGFB-mogoOHBIX KOCTHBIX MOpdoreHe-
THUYECKUX OCJIKOB — HOITHHA M CKJIepocTHHa [25-27],
B TO BpEMs KaK MYyTallMl B T'€HAX PEIENTOPOB (GuOpo-
0acTHBIX (PAKTOPOB POCTA MPUBOJISIT K PA3BUTHIO aKPO-
1ehaTOCHHIAKTIIINN W IPyTUX (OpM KpaHHOCHHOCTO-
30B, 4AaCTO COUYETAIOLIUXCS CO CIMSIHHEM/YKOPOUCHNM/
YAJIMHEHUM METaKapHajbHBIX M MeTaTap3ajbHbIX (a-
naHr kucteid u cron [28-32]. Hekotopsie dopmsl kpa-
HHOCHHOCTO30B CBS3aHBI C MyTaIlMsMHU B T€HaX TpaHC-
KpUIIMOHHBIX (pakTopoB [33-35]. Myranmum B reHe
0CTE00TaCTHOTO TPAHCKPHITITHOHHOTO (hakTopa 2, ocy-
IIECTBIISIOIIETO PETYISIUI0 3KCIPECCUH MHOTHX OCTe-
obnacTcnenupruuecKix reHoB, MIPUBOAST K KIMHHUKE Ue-
penHo-KiIoundyHON aucminasuu [34]. Hapymenue tpanc-
KPUITIIIOHHOTO KOHTPOJISI YacTO CKa3bIBAETCS TaKke Ha
pPa3BUTHUM KOHEYHOCTEH, B YACTHOCTH KUCTEH W CTOM, U
MHOTHE HacJIeCTBEHHbIE (POPMbI OpaXUIaKTUINH, CHH-
JAKTHIMU U TOJUIAKTUINK 00YyCJIOBIEHBI MyTallUsIMU B
reHax TPAaHCKPUTILHOHHBIX (akTopos [37-40].

Taﬁﬂuua 3. Hacneocmeennvle OMS’OCmOS’bl, CUHOCMO3bL U 2UNepocmo3sbvl, 06y0ﬂ06ﬂ8HHble Mymayuimu 6 cenax Mopd)ozenemultec;cux benkos

Hozoinornyeckas gopma;
OMIM

OCcHOBHBIE KJIMHHYECKHE KPUTEPUH THATHOCTUKH

I'en, mepBUYHBII
OuoxuMuYecKuii 1edext

Cxnepocreos; 269500 .
C CHHJIAKTHJIHEH

reHCpaJ'II/IBOBaHHHﬁ KOpTI/IKaJ'ILHHﬁ TUnepocTo3 B COUCTAHNU

SOST (17q12—q21), ckie-
pocruH, autaronuct TgfB-
MO/I00HBIX KOCTHBIX MOP-
(oreHeTHUECKHX OEITKOB

l'enepanu3oBaHHbII KOPTH-
KaJbHBIN TUIepocTo3 BaH by-
gema (van Bucyem); 607636

Ocreockiiepo3 KocTel uepena, YentocTei, Kiouuntl, peodep, anadu-
30B JUIMHHBIX TPyOUaThIX KOCTEil, HAIMHAIOLIUNCS B IyOEpPTATHOM
TIepHOIe, HHOT/IA PUBOJSIIIIIT K HAPYIICHIIO 3PSHIS 1 CTyXa
U3-32 C/[ABIICHNUS HEPBOB

LRPS5 (11q13.4), penentop
JIMIONPOTEHHOB HU3KOH
IJIOTHOCTH 5

CumbamaHru3m MpoKCHMAaITh-
HbIi; 185800

AHKHII03 BCeX IPOKCUMAIIbHBIX MEXK(aiaHTOBBIX CyCTaBOB, CHHO-
CTO3 KapmaJbHbIX U Tap3aJbHBIX KOCTEH, Ooree BhIpaKeHHbIE

y JKEHIIWH, HHOT/Ia KOHAYKTHBHAS TYTOyXOCTb 13-3a BPOXKICHHOTO
aHKMJI03a CTPEMEUKa

NOG (17q22), vorrus,
anraronuct Tgfp-
HO00HBIX KOCTHBIX MOP-
(oreHeTH-4ecKuX OEITKOB

CuHIIPOM MHOXECTBEHHOTO
cuHOCTO03a, I THir; 186500

JIByCTOPOHHSIS AUCTNA3Hs U CHHOCTO3 JIOKTEBBIX CyCTaBOB, MaJlb-
1IEB, 3aILSICThSI, KUCTEH U CTOII, YKOPOUCHHE CPEAHHUX (hasiaHr n
MeTaKaphaibHbIX KOCTEH, TUIOILIA3Ks WM OTCYTCTBHE HOTTEH,
TPOKCHMANIbHBIE MEK(DAIAHTOBbIE KAMIITOJAKTHINN CPEIHIX
(hastanr; KOPOTKHHL, IUPOKH METAKAPTAIbHbIH CUM(ATAHTH3M,
paauanbHas IUCIOKAIMS TONIOBOK M aHOMAIIHSI MAJIbLIEB CTOI, KOH-
JyKTHUBHAS TYTOYXOCTb

CHHIPOM Tap3aibHO-Kampab-
Horo ciustaust (TCC); 186570

CHHOCTO3 TapaHHOI U MATOYHOM KOCTEH ¢ yMEHbILIEHUEM UX Pa3-
MEpOB, YKOPOUCHHUE MIEPBBIX METaKapIAIbHBIX KOCTEH, TIPHBOIS-
mmee K OpaxuIakTHINH, OeTPEHHOPATHATBHBIA CHHOCTO3.

C poXIeHus — HEMOABMKHOCTD MEK(aTaHTOBBIX CyCTaBOB MATHIX
MAJTBIIEB ¢/0e3 KOCTHOTO CHHOCTO34; CIIyX COXPaHCH
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CHHZpOM aHKHII03a CTPEMEUKa
0e3 cumbananrusma; 184460

[[Inpoxue 1 GONBLINE NATBLBI CTOI U JPYTHE CKEJIETHbIC aHOMa-
iy 0e3 cuM(panaHru3Ma; THIEPMETPOIINS; TeMULMITHHAPHYECKas
(hopma Hoca; MHOT/IA KOHIYKTHBHAS TYTOYXOCTh

AxporedanocHHIaK TS,
tun V, cunzpom [aiipdepa
(Pfeiffer); 101600

Axpouedamus, cunnakrwms -1 maneues kucreit u [[-1V nass-
TIEB CTOIT; MIMPOKHE AUCTabHBIE (hananry | manpies

FGFR1 (8p11.2-p.11.1),
FGFR2 (10q26), peuento-
pol 1, 2 hubpobmacTHBIX
(axTopoB pocta

Cunzpom JDxexcona—Beiica
(Jackson—Weiss); 123150

KpaHI/IOCI/IHOCTO3, TUIIOIIa3us cpeuHeﬁ 4acTu Jiula, IrupoKue
(banaHm 1 ITajiblla 1 KOCTHAsA CUHJAAKTHIINSA CTOIT

Cunznpom AnTnes—bukcnepa
(Antley-Bixler), ayrocomto-
JoMUHaHTHBIH; 207410

Tpanenesuanas hopma gepena, KPaHHOCHHOCTO3, THITOILTA3HS
Cpe/IHel YacTH JIuIa, TJIeYenyyeBoi CHHOCTO3, HCKPUBIICHHUE U
HEOHATAIIbHBIC MIEPEIOMBI OSJPEHHBIX KOCTEH

Tpurononedais HeCHHAPO-
MallbHasi, ayTOCOMHO-OMHU-
HanTtHas; 190440

TpuroHonehamis, H30IMPOBAHHEIN KPAHHOCHHOCTO3

YepenHo-muueBoil 1U30CTO03,
curzpom Kpysona (Crouzon);
123500

Oxcu-, Opaxunedanus, Ia3HOH TUIEPTENOPU3M, K30 TaIbM,
KOCOITIa31e, KIIOBOBHIHBINA HOC, KOPOTKAst BEPXHSA ry0a, THIIO-
TIa3Hs BEPXHEH YEN0CTH, IPOTHATHS

FGFR2 (10qg26),
penenirop 2 ¢pubpobdmact-
HBIX (haKTOpPOB pocTa

AxporedaocCHHIaK TS,
Tt I, cuaapom Amepa (Apert);
101200

Axkporiedanus; ToiHas CHHAAKTHINS KUCTEH U CTOIT; aHOMAIIMK
JmIa; rujpouedanus

Cradonedanus; 609579

Cradomuedanus, Makporuedasins, ITa3HOH THIEPTEIOPU3M, IK-
30(TanpM 03 YMEHBIIICHHS Pa3MepOB OPOUT, CMEIICHHE BEPXHEit
YeNIOCTH K33/, 1IT03

KpannocunocTo3, HeCHHIPO-
MaJIbHBIH, YHUKOPOHAPHBIH

KpaHHOCHHOCTO3 OJIHOTO M3 KOPOHAPHBIX IIBOB

Kpanunocunocto3, HecHH-
JIPOMaJTbHBIM KOPOHAPHBIH,
cunapoM Myenke (Muenke);
602849

KopoHapHblii KpaHHOCHHOCTO3, aHOMAJNH JTUIA; CHHAAKTIIAS
[I-1I1 manbreB kucTel u cTom; OpaxuAaKTHIHS, KITMHOTAKTHIIHS,
paciieniHa HEOA, 3a1epKKa pocTa

FGFR3 (4p16.3), penenrop
3 pubpobacTHBIX (hakTo-
POB pocTa

[TepenHnii mnaruouehaniye-
CKUI CHHOCTO3

HpemeBpeMeHHoe OKOCTCHCHHE BCHCYHOI'O IIIBa

Cunnpom Kpysona (Crouzon)
C TEMHBIM aKaHTo30M (612247)

Oxcu-, Opaxuneais, Ta3HoH THIePTeNopr3M, SK30(TabM, KO-
COIIa3ue, KIOBOBU/HBIN HOC, KOPOTKAs BEPXHS I'y0a, THIIOTLIA3HS
BEPXHEH 4ENIIOCTH, POTHATHS, THIIEPKEPATO3 ¢ THTIEPIIMIMEHTALeH

Cunnpom beape-CruBeHcoHa
(Beare—Stevenson); 123790

MopmuHuCTas KOKa, THIEPKEPATO3 ¢ TUNEePIUrMeHTalleHl, kpa-
HHOCHHOCTO3, YEPEITHO-THIIEBbIE THCMOP(HH, AHOMAIINH Talb-
116B, aHOMAJIMH ITYTIOBHHBI, TEHUTAINH, PAHHSS CMEPTh

FGFR2 (10g26), FGFR3
(4p16.3), penenrtopsr 2, 3
(ubpodIacTHBIX GaKTopoB
pocra

AxporedasoCHHIAKTAIHS THIT
I, cungpom Corpe-Horsena
(Saethre—Chotzen); 101400

Kpanuocunocros, anomanuu nuna; cuaaktius [I-111 nanbues
KHCTEH U CTOTI; OpaxUIaKTHIHS, KIMHOTAKTUIINS, PACIICTIHHA
HEOA, 3a1epKKa pocTa

TWISTI (7p21), Tpanc-
KPHIIHOHHBIN (hakTop
Twist

Axponedanocuamaktunms Po-
ounoBa—Copayda (Robinow—
Sorauf); 180750

KparnocnHocT03, aHOMANHH JUIa, CXOAHbIE ¢ cHHApoMoM CaTpe—
Yor3eHa, mupokue I masbupl CTON 3a CYET YACTHYHON MITH TOJIHON
JyTUTAKAIAH TACTABHBIX (hajaHT
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Oxonuanue Tabnuyer 1

Kpannocusocros II, 6octo-
HOBCKoro tuma; 604757

CwMelieHne HIKHEH YeN0CTH K3a/11, HABUCAIOIINHM 1100, TyppH-
Opaxuuedanus, yeper THIA TPHIMCTHAKA MM TPEXA0JIBIaToro ¢
KPaHHOCHHOCTO30M

MSX2 (5934—q35), Tpanc-
KPHIIUOHHBIHA (hakTop
Msx2

YepenHo-KIIoun4Has AUCIIIA-
3W, ayTOCOMHO-JOMUHAHTHAS;
119600

['uro- ¥ amiasust KIFOYHII, OTKPBITHIE MBI H ITHTEIHHO He3a-
KPBIBAIOIINE POMHUYKH Yepera, BEIOyXaHHe KOCTEH CBOJIA Ueperna,
pa3iMyHbIe aHOMAJINH 3y00B, I03BOHOYHMKA, CUM(H3A U JIP.

RUNX2 (6p21), octeo-
OnmacTHbII TPAHCKPHUIILIHOH-
HbIi (pakTop 2

Cunpaxrunus, tan I, cunmo-
JIMTAKTAITHS ¢ QHOMATHSMH
Hor; 186000

Cpammenue [1I-1V nanbues kucteil B coueTaHuu ¢ YIBOGHUEM BCEX
uiu toabko [V nanbua. Ha cronax cpawenst [IV-V ¢ ynBoenuem V

HOXD13 (2q31-¢32),
TPAHCKPHUITIHOHHEIH (ak-
top HoxD13

Cunpaktunus, Tan V, ayTo-
COMHO-IoMuHaHTHas; 186300

CHH/IaKTHIINS B COUETAHHUY CO CIMSHUEM METaKapIaibHbIX U Me-
Tap3anbHbIX KocTel (00braHO -1V mmm [V-V)

bpaxunakrunusg, tun D;

113200

Kopotkue 1 mupokue (OpaxuMeraaofakTiINs ) TSPMUHATIbHBIC
(ananru OONBIIMX MANBIEB KUCTEH U CTOI

bpaxupaxkrumus, tun E,
113300

VkopoueHHEe NanbLEB 32 CUET METaKapadbHbIX, METATap3aIbHbIX
KOCTCH

bpaxupnaxtunus, Tun 1A;
112500

Bce cpennue dananru pyiMMeHTapHbIE U HHOTTIA CIIMBAIOTCS C
KOHIIEBBIMH, NIPOKCHMaJIbHBIE (haaHry | manbreB KUCTel 1 cTomn
YKOPOYEHBI

IHH, (2q33-q35) Tpasc-
KpUIUMOHHBIN (pakTop [hh

AxpoxkanurodhemMopasbHas
mucrnasus; 607778

KoHycoBuHbIe MH(U3bI BEPXHUX KOHSUHOCTEH U OSIPCHHBIX
KOCTEH
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