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Pesrome

O030p MOCBSILIEH HACIEACTBEHHBIM HAPYIICHUSIM
coemuauTenpHON TkaHu (HHCT), Bcrpewarommmcs B
JICTCKOM opTomneaquyeckoit mpaktuke. [Ipencrasnena kim-
HUYECKass XapakTepucThka OcHOBHBIX KiaccoB HHCT.
IIpearnpuHsiTa MOMBITKA OHOXUMIIECKON CHCTEMATH3AIN
HACJIE/ICTBEHHBIX CKEJETHBIX JIFCIIIa3Hi, 00yCIIOBIEHHBIX
TeHETHYECKNMH Jie(heKTaMy OEJIKOB BHEKIJIETOYHOTO Ma-
TpHKCa, (pepMEHTOB MX OMOCHHTE3a, a TAKKE OCHOBHBIX
perynsTopoB Moporene3a COCIMHUTEILHON TKaHH, Ta-
KHX Kak TpaHchopMUpyrolme 1 puopodnacTHbie hakTo-
PBI POCTa, UX PELIETITOPHI M AaHTATOHKCTHI, a TAKXKE TPaHC-
KpHMIMOHHBIE (hakTopbl. [ IpoBeneHo comocrapienne STon
kiaccupukany ¢ MexmayHapoaHOH HOMEHKJIATypoi Ha-
CJICZICTBEHHBIX CKEJIETHBIX JUCIUIa3Uid, OCHOBAaHHOM IJIaB-
HBIM 00pa30M Ha PEHTTeHOJIOTHYECKUX JaHHbIX.

Knrwuesovie cnosa: nacieocmeennvie HapyueHus
COCOUHUMENbHOU MKAHU, OemcKas OpmoneoudecKkas
NpaKmMuKa, HacieOCmeeHHble CKelemHble OUCTIA3UL

HacieacTBeHHbIe HAPYIIEHHUS COeAUHHMTENbHOMN
TKAaHU, CONMPOBOXKAANINECH Map(PaHOUTHBIM
denorunom

CymMmapHas 9acToTa HAcJEICTBEHHBIX HapyIle-
Huii coenmauTenbHOM Tkanm (HHCT) cocraBnser
JIOJIA TIPOIIEHTA, B TO BPeMs KaK JUCIIIA3UH COCIIH-
nutenbHoil Tkanu (JCT) ummeror Oonee mupokoe
pacnpocTpaHeHue, JOCTUTrasi B HEKOTOPBIX MOIMYJIs-
uusx ot 10% 10 30%. OueBugHO, 4TO B CBOCH IpaK-
THYECKON JIeITeIIbHOCTH BPavH Yallle CTAIKUBAIOTCS
¢ JICT [1; 2]. Onnako, HHCT BbIroHO OTIMYAOTCS
ot JICT Tem, 4TO s MHOTHX U3 HUX B MOCIEIHUE
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Abstract

This article explores aspects of the hereditary
connective tissue disorders (HCTD) dealt with in
pediatric orthopedics practice. The clinical features
of main classes of the HCTD are described. The
authors proposed their own classification of the types
of hereditary skeletal dysplasia which is based on the
followingbiologicalandbiochemical features: genetic
defects of extracellular matrix proteins, biosynthesis
enzymes, and the main regulators of connective
tissue morphogenesis, such as transforming growth
factors and fibroblast growth factors, their receptors
and antagonists as well as transcription factors.
This classification is compared to the International
Nomenclature of Skeletal Dysplasia which is mainly
based on the radiological data.

Key words: hereditary connective tissue di-
soders, children's orthopaedic practice, hereditary
skeletal dysplasia

rOJbl CTAJIM U3BECTHBI MOJIEKYJIAPHBIE OCHOBBI 3THO-
JoruM M natoreHesa. [lockonbky CEeKTpsl KIMHUYE-
CKHX TPOSIBJICHHUI 3THUX JBYX I'pyIm 3a0ojieBaHU B
3HAYUTEJIbHON CTENEHU HNEPEKPBIBAIOTCS, U3yUEHUE
otHocuTensHo peaknx HHCT mo3Bomser ropasmo
SICHEE MOHSTH IPUUYMHBI BOSHUKHOBEHUS U IPUPOLY
JACT. D10 umeeT OrpoMHOE 3HaueHue AJsi BbIOOpa
TakTHKU BeaeHusi OonbHbIX JCT m mpemymnpesxnie-
HUsSl pa3BUTHs HauOoOJIee TSHKEIBIX OCIIOKHEHUU 3a-
OoneBaHms. B 0030pe MBI MOIH30BATNCH TEPMHUHO-
nmorueit, yrBepxkaeHHou npuHATHIMEH B 2009 romy
Poccuiickumu pexomenganusmu «HacnencTtBeHHble
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HapyIlIeHHUs] COEAMHUTEIbHON TKaHU» [1], oH moi-
KEH TOMOYh (POPMUPOBAHUIO COOTBETCTBYIOIIETO
JOKYMEHTa JUIsl TIeINaTpOB.

Yame Bcero HHCT nposiBnsiroTcst TpeMs GeHo-
tuniamu: MapdanongasiM (MIID), anepconoo0HbIM
(OII®) m wvexmaccupumupyembim (HD). Jlns xmu-
Hukn HHCT ¢ mapdanougasiM (heHOTHIIOM Xapak-
TEPHBI: aCTEHUYECKOE TEJOCIOKEHUE, JIOTUXOCTe-
HOMEJUs, apaxHOAAKTHINA, AedopMauus TpyIHOH
KJIETKH, TO3BOHOYHHUKA, TUIOCKOCTOIHE B COYETAaHUU
C TaTOJIOTHEH KJAllaHHOTO ammapara cepiana, a B
psAne ciy4aeB ¢ IuJIaTallMed aopThl M HapyIIeHHEeM
oprana 3peHus. [Ipu HHCT c¢ anepcononobusiM de-
HOTHIIOM OTMEYAaeTCsl COYETaHHE MHOXKECTBEHHBIX
MPU3HAKOB COCJUHUTEIBHOTKAHHON IUCIUIa3uu C
TEHJICHIMEH K THIEpPacTIKUMOCTH KOXKH (OOBIYHO
B mpeaenax 2,5-3 ¢cM) ¥ pa3HOH CTENEeHbIO BEIPAKEH-
HOCTH TUNIEPMOOHMIBHOCTH cycTaBoB. Korma kimmuHu-
YecKasi CHMIITOMATHKA, BhIABIsieMast y OOIBHOTO, HE
YKJIaAbIBa€TCAd HU B OAMH M3 yKa3aHHBIX BbILIE e-
HOTHUIIOB, ciefayer ucnonb3oBaTh TepmuHn HHCT c
HekJaccupUIMpPOBaHHBIM (DEHOTUTIOM.

CymecTtBerny1o momompb B nuaraoctuke HHCT
OKa3bIBaeT KIMHUKO-TEHEANOTHYECKHI aHalu3 C
00s13aTeIFHBIM 0CMOTPOM MaKCHMaJIbHO BO3MOXKHO-
r'0 YUCJIa POACTBEHHUKOB npodanya. [lepBeiMu mpo-
siBIeHUsIMH co cToponbl ckeneta npu HHCT nepen-
KO SIBIIAIOTCS THMCIUIAa3Usl Ta300eIpPEeHHBIX CYyCTaBOB,
CKJIIOHHOCTh K TpaBMaTH3aIlMi KOCTHO-CYCTaBHOTO
ammapara B poJax W TsDKEIIoe TeueHHe paxwra, He-
CMOTPsI Ha IPOBOAMMYIO NPOQUIAKTUKY U JICUCHHE.
[Tocne 3-x ;neTHero Bo3pacTa XapakTep CKEJIETHBIX
HapyUIeHUI BO MHOTOM OTIPE/ENSIeTCS] KIMHUYECKIM
BapUaHTOM TeUeHHUs 3a0ojeBaHWs. Y IMAIlMEHTOB C
MapPaHOUIHBIM (PEHOTUIIOM 3a00JICBaHUS B KITMHU-
YeCKOW KapTHHE JOMHUHUPYIOT: JOJTHXOCTCHOMEIHS,
apaxHOIAKTHUIIMUs, Oojiee BBIpAXKCHHAs CO CTOPOHBI
najpleB CTOI, CKOJIMO03, KU(O3, MaTOIOTHYECKHM
JIOPA03, CUMIITOM «IPSIMOM CIUHBI», KUJICBUIHAS,
BOpOHKOOOpa3Hasi, JagpeBUAHAs TH00 IocKas ne-
(dhopmarnus rpyaHOi KieTku, miaockoctonne. HHCT
C 2IIepconoIo0HBIM (PEHOTHIIOM Yallle BCEro Xapakx-
TEpHU3yeTcsl IJIOCKOBAIBI'YCHOH YCTaHOBKOHM cTOTI,
TUIIEPMOOHMIIBHOCTBIO CYCTaBOB Pa3HOM CTETEHH BbI-
pPaXEHHOCTH, HECTAOMIBHOCTHIO IIEHHOro OTAena
MMO3BOHOYHHUKA, BSIJIOW OCAHKOM M YMEPEHHBIM CKO-
nuo3oM. Haunnas ¢ 10—12 netHero Bo3pacTta 00Jb-
HBIX OECIOKOSIT 0OJIM B CyCTaBaX M MO3BOHOYHHKE,
00yCIIOBJICHHBIE apTpoNaTHell, IereHepaTHBHBIMU
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U3MEHEHUSIMU CYyCTaBOB, PAHHUM OCTCOXOHIPO30M,
rpeikamu [lImopns, ocreoduramu. [lomoaHUTENb-
HbIe WHCTPYMEHTAJIBHBIC HCCICHOBAHUS BBISBIISIIOT
OCTEOTIEHHIO OCEBOTO CKeJeTa U HEPEIKO 3aJIePKKY
KOCTHOT'O BO3pacTa.

Huddepennuanbaas AUATHOCTUKA  HACHE]-
CTBEHHBIX CUCTEMHBIX 3a00JICBaHUI CKelieTa MMe-
€T MEePBOCTENEHHOE 3HAYCHHE B OPTOIEAMYIECKOM
MpaKTUKE, XOTS OHAa JOCTATOYHO CJIOKHA W3-3a
CXOXKECTH KIWHUKO-PEHTTEHOJIOTHIECKOW KapTH-
HBl MHOTHX HAaCJIEJACTBEHHBIX 3a00JIEBaHHI CKele-
Ta U CEPbE3HBIX OTPAHUUYCHUM MOJEKYISIPHOLO Te-
CTUPOBAaHUs MYTalUMi B NPAKTHYECKOU MEIHUIUHE.
NMeHHO MO3TOMY TaK BaK€H KOMIIJIEKCHBIA TOAX0/
K BbIsBIeHUIO JICT ¢ HCIONIb30BaHHMEM KIIMHHKO-
Te€HeaJOTHYEeCKOT0 MEeTOJa, JaHHBIX aHaMHe3a 00-
JIE3HW ¥ KU3HU TMallMeHTa, €JUHBIX MPUHIUIIOB
KJIMHUKO-MOP(OJIOTUYECKOT0 00Cae0BaHusl 00Jb-
HOI'0 U YJICHOB €r0 CEMbH, a TAKKE YHHU(PUIIUPOBAH-
HBIX KPUTEPUEB THATHOCTUKH.

YacToTa KOCTHBIX [UCIUIA3UA CpPEeau >KUBO- U
MepTBOopokaeHHBIX aocturaet 3:1000. Ilepunarains-
Hasl JIETAIBHOCTh, 00YCJIOBJICHHAS TIATOJIOTHEH CKele-
Ta, cocrasnset 9,1:1000, mpu >TOM NpUYHMHAMHI CMEP-
TH CIy’XaT B OCHOBHOM TaHartodopmHas nuctpodus,
AXOHAPOTUTA3Us M aXxoHIporeHes [3].

CoBpeMeHHBIE KJTacCH(DHUKAITMN CKEJICTHBIX ITHC-
ITa3Ui COCTABIISFOTCA, TJIaBHBIM 00pa3oM, Ha OCHO-
BE€ PEHTTCHOJIIOTMYECKUX JTaHHBIX. B coOOTBeTCTBUU C
MexnyHapoqHOW HOMEHKJIATypOM CKEIETHBIX JIHUC-
miasui [3], pa3nuyaioT 6 TPy HACIEICTBEHHBIX 3a-
OoJieBaHMI CKeJleTa, a UMEHHO:

1. OcTeoxXOHIpOMCILIa3uH, MO/l KOTOPBIMHU I10-
HUMAIOT aHOMAJMW POCTa U Pa3BUTHS XPsAIIeH M KO-
cTeil (HampuMmep, axOHJIpPOreHe3, auacTpoduyeckas
JMUCIUTAa3Usl, KAaMIIOMUEINYECKasl TUCIIIA3USI, CUHIPOM
Jlapcena, yepemHO-KIIOYMYHAS TUCIIIA3HUs, THIIOXOH-
NPOTUIA3HA, CIIOHAUIOMeTadu3apHas AUCTUTa3 s, MHO-
YKECTBEHHBIE XPAIIEBBIC AM30CTO3BI, IHXOHAPOMATO3,
HECOBEPIICHHBIH OCTEOreHE3 M MHOXKECTBO IPYIHX
BapUaHTOB).

2. In30CTO3BI, BEI3BAHHBIC AaHOMATHSIMHU PA3BUTH
OTIEIHHBIX KOCTEH MITH UX KOMOMHAIHHA (KpaHHOCHHO-
CTO3, aKporie(haso CHHAAKTHITNS, OKYJI0ay pUKYJIOBEpTE-
OpasbHBII CHHIIPOM, CTIOHJIUIIOKOCTAIBHBIA TU30CTO3,
SKTPOAAKTUIIHS, CHHAPOM TPOMOOIIMTOIICHUU U arlia-
3HMH JIYYEBOH KOCTH, CUHAPOM «pyKa—CepIie» u IIp.).

3. Wpawomarmueckuii ocrteonus — 3abojeBa-
HUSI, COMMPOBOXKIAIOIINECS MHOTO0YAaroBO pe3opo-
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HacnencTeeHHbIe CKeneTHble Aucnnasu ¢ Map(*)aHOI/ILleIM (beHOTVII'IOM

Hosonorunyeckas popma; OMIM

OCHOBHbI€e KNUHU4Yeckue Kputepun ouarHoCTuku

l'eH, nepBUYHbIN
6uoxumunyecknn gedekt

CuHpgpom Mapdpana (Marfan), Tun |
154700

MapdaHonaHbIN CKENETHbIN CUHOPOM

OkTONMA Xpycranvka, cemenHasl,
ayTOCOMHO-AOMUHaHTHas; 129600

MASS-cuHgpowm (Mitral valve, Aorta,
Skeleton, Skin); 604308

CuHgpom MapdpaHa B codeTaHum ¢
cuHapomom LUnpuHTuen—Tona6epra
(Shprintzen—Goldberg); 182212

CuHgpom Bevina—MapyesaHnu
(Weill-Marchesani), aytocomHo-
[OOMUHaAHTHbIN; 608328

BpoxaeHHas KOHTpakTypHas
apaxHoaakTunus, cuHapom bunca
(Beals), apTporpunos gucranbHbIn,
T1n IX; 121050

[naduzapHas aucnnasus, 6onesHb
Kamypatn—3HrenbmanHa (Camurati—
Engelmann); 131300

CuHgpom Mapdbana, Tun Il; 610380

Cungpom ®PyprioHra (Furlong) tvn II;
610168

[unaTtauus unu paccrnoeHve aopTbl, BbIBUX/MOABLIBUAX
XpycTanuka, TsKernasi MUOMUs, CKereTHble aHOMarnum —
BbICOKMIA POCT, LONUXOCTEHOMENUS, apaxHOAAKTUIUS,
Aedopmaums rpyanHbl, CKOnMos, kndos, AypansHas
3KTa3Ns U ap.

MapdaHongHbI heHoTun 6e3 cepaeyHO-COCYANCTbIX
1 rnasHbIX aHoManui

OKTONUSA XpycTanuvka, Msrkue ckeneTHbIe NPosiBNeHus!,
OTCYTCTBME KapAMOBaCKYNSPHOW naTonorum

Mponanc MUTpanbHOro knanaxa, pacluMpeHne KOpHS
aopTbl, CKeNETHblE aHOManuK, UCTOHYEHUE, KOXHbIE
CTPUU, PaHHSIS MUONUSI

deHoTUNUUECKME NposiBNeHns cuHapoma MapdaHa
B COMETaHUN C KpaHNMOCUMHOCTO30M, ckadoLedanuen,
MbILLEYHON MMNOTOHMEN, SHAOMDTANbMOM,
rMNepanacTUYHOCTbLIO KOXM, peKTarnbHbIM AMacTa3oMm,
BEpPTUKANbHON TapaHHOW KOCTbIO U YMCTBEHHOM
OTCTanocTbo

HaHuam, 6paxvaakTunus, TyronoaBuKHOCTb CyCTaBOB
1 aHOManuu xpycranuka

TaxenbI KNPOCKONMO3, reHepanmM3oBaHHas
ocTeoneHus, crnbatenbHble KOHTPaKTypbl NanbLes,
BPOXAEHHbIE aHOManun No3BoHOYHKKA, AedopmaLms
YLUHbIX PAaKOBWH, YMCTBEHHAs OTCTaNoCTb, OTCYTCTBUE
N3MEHEHWI CO CTOPOHbI CepALa 1 opraHa 3peHns

[MnepocTos 1 cknepo3 Anar3os AnMHHbIX TPyBYaThIX
KOCTeW; JONMXOCTEHOMENWS, AedbopmaLs MO3BOHOYHMKA,
MHOXECTBEHHas CKIlepoTuyeckas octeonarus

CkeneTHble 1 KapanoBacKynsipHble NPOosiBNEeHNs
cuHapoMa MapdbaHa npu oTCyTCTBUM Unu crnabo
BbIP@XXEHHOCTM rMa3HoW naTonorum

MapdaHouaHas 6ornesHb, CoYeTatoLLasncs ¢
KPaHMOCMHOCTO30M, MUMEPTENIOPU3MOM, YMCTBEHHOM
OrpaHNYEHHOCTHIO, UHOMAA MNTO30M M pacLLenvHon Heba
Npy HOpPMarbHOM POCTE U OTCYTCTBMM SKTOMUW XpycTanvka

FBN1 (15921.1),
drnbpunnuH 1, KOPOBbI
KOMMOHEHT MUKPOhUGpUIn
3M1acTUYECKNX BOITOKOH

FBN2 (5923-q31),
GubpunnuH 2

TGFB1 (19913.1),
TpaHcopMupyoLLmin hakTop
pocta (-1

FBN1 (15921.1), dombpunnuH 1;
TGFBR2 (3p22), peuenTtop 2
TpaHcopMUpYOLLNX
pakTopoB pocTa B

TGFBR1 (9922), peuenTop 1
TpaHCHOPMUPYHOLLMX
cakTopoB pocTta 3

BBIJACIAIOT H30-

el kocTHou TkaHu. Ilpu sTOM
JTUPOBAaHHBIN  (allaHTea bHBIA, W30JIUPOBAHHBIN
MPEAIUTIOCHEBO-3aISICTHBIA MO0  coveTalomuncs
c Hedpomarueil 0OCTEONIU3, MYJIbTULEHTPUUYECKUN
OCTEOJIU3 U JIp.

4. CocTosiHYSL, COPOBOXKIAIOIINECS BOBICUCHUEM
B IIpoliecc KOCTHOU TKaHU (cMHIApoM Mapdana, Bpox-
JCHHAsl KOHTPaKTypHas apaXxHOAAKTWUIWS, HeHpodu-
Opomaro3, cuapoM Kokkeitna u 1p.).

5. CkeneTHylo MaToJjOTrHI0, CBSI3aHHYIO C XPOMO-
COMHBIMHU abepparusimMu.

6. IlepBuunbie MeTa0OTUICCKHAE HAPYIIICHUS (TH-
nodocdareMUIecKiii paxuT, BUTaMUH D-3aBHCHMBIN

2
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paxut, runodocdarasusi, MyKOIOIMCAXAPUIO3, MaH-
HO3U103, pyKo3uno03, 6onesnr Humanna—IIuka, romo-
UUCTUHYPHSA, CHHAPOM MeHKkeca u 1ip.).

Cyl1ieCcTBeHHBIN HEJOCTATOK JJAHHOM Kiaccudu-
KaIli¥ COCTOUT B TOM, UTO B HEil HE yUTeHa dTHOJIO-
I'Usl CKEJIETHBIX IMCIIA3UH, B CBSI3U C 4eM, COBEp-
LICHHO pa3HbIe 110 NpHUpoAe 3a00IeBaHUS TONATAIOT
B OJHY Tpynmy (Hampumep, cMHIpoM Mapdana u
HelipouOpoMaro3 OTHECEHBI K OJIHOH, YEeTBEPTOU
rpymrme).

B mabauye mpencraBieHsl BapHaHTHl HACHEHd-
CTBEHHBIX CKEJICTHBIX AUCIUIA3HH ¢ Map(aHOMIHBIM
(dbenoTumoMm. Psimom ¢ Hozosormueckoi popmoil yka-
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3aH HOMEp 3a00JIeBaHUs IO KaTajory HacJeICTBEH-
HBIX 3ab0oneBanmii MakKprocuka (www.ncbi.nlm.
nih.gov/OMIM). MyTanuu B KOpPOBOM KOMIIOHEH-
T€ MUKPOPUOPUIUT 3TACTHUESCKUX BOJOKOH — (hu-
OpmwuinHe 1, OTBETCTBEHHBI 3a KJIacCHYEeCKUi, I Tumn
cuHIpoma Mapdana u 5 ajuIenTbHBIX BapHAHTOB 3a-
OoneBaHus, BBIIEISIEMBIX KIMHULUCTAMU B CaMo-
CTOSITENIbHBIE HO30JIoTHueckue ¢Gopmbl [4]. Bropas
nzopopma GuOpmwUIMHA AedeKTHA NPU CHHIPOME
bunca — KOHTpPakTypHOM apaxHONAKTUIMHU C TsXKe-
JBIM KU(POCKOJINO30M, TeHEPAIM30BaHHOW OCTeoIe-
HUEN, COMPOBOXKAAIOIIECHCS KETYTOUYHO-KUIIIEYHBIMU
anomamusmu [S5]. s maHHOrO 3a00ieBaHUS I1a-
TOJIOTUA CEpPAEUYHO-COCYOUCTON CHUCTEMBI M Opra-
Ha 3peHHs He xapakTepHa. Ilpu penkoM arunuyHOM
BapuaHTe cuHApoMa MapdaHa HaljeHbl MyTaluu B
OJTHOM M3 TeHOB KoJurareHa | tuma [6]. Bropoil Tun
cunzapoma MapgaHna cBsi3aH ¢ MyTaUUsIMH B I'€HE pe-
nernropa 2 tpanchopMupywmux (paxTopo pocta B
(Tgfpl) — TGFBR2 [7]. Myranuu B rene TGFBR1
HaWJeHbl Y OO0NBbHBIX cUHIpOoMoM DypiioHra — map-
¢danougHoi Oonesnwto Il Thma, coderaromieiics c
KPaHUOCHHOCTO30M M YMCTBEHHOM OTCTAJIOCTHIO [8].
Mapdanonnasiii GeHOTHIT HAOTIOMACTCS TaKXKe IMPHU
nporpeccupytomnieil ruadusapHoii qucrurazuu | tuma
Kamyparn—OHnrensmanHa, BBI3BAaHHOW MyTalUsMU
B TeHe TpaHc(opmupytomero dakropa pocra fl —
TGFB1 [9].
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B Hacrosmiem 0630pe mpeanpuHsTa MOIBITKA CH-
CTeMaTH3al[i1 HaCleJCTBEHHBIX 3a00JeBaHU CKele-
Ta B COOTBETCTBUM C NMPUHATON MexayHapOIHOU HO-
MEHKJIaTypPO U C y4E€TOM MOJIEKYISIPHO-T€HETUYE CKIX
1 OMOXMMHUYECKUX OCHOB UX ATHOJOTHHU W TAaTOTEeHE-
3a. [Ipu aTom MBI Oynem obcyxaars Tonbko Te HHCT,
KOTOpBIE OOYCIIOBIECHBI T'€HETHUYECKHUMH AePeKTaMH
0eJIKOB BHEKJICTOUHOT'O MaTpuKca, pepMeHTOB HX O1O-
CHHTE3a, & TAK)Ke OCHOBHBIX OEJIKOB, YYaCTBYIOIIUX B
perynsuun Mop(doreHe3a COeTUHUTENBHON TKaHH, B
MepByI0 o4epens TpaHchopMupyoomuxes u3 Guodpo-
OnmacTHBIX (DaKTOPOB POCTa, MX PEIENTOPOB W aHTa-
TOHUCTOB, @ TakXe TPAHCKPUIIMOHHBIX (DaKTOPOB.
Bue nonst 3penust ocranytes HHCT, oOycioBiennbie
nedexTamMu OEIKOB, B3aUMOJICHCTBYIOIIUX C AJIEMEH-
TaMH BHEKJIETOYHOTO MAaTpPHUKCa, TaKKe KaK MHOTHX
0ENKOB, YYaCTBYIOIINX B PETYISAINHA PA3BUTHS CIICII-
n(UUECKUX COCNMHUTETBHBIX TKaHEH W n30HupaTelnb-
HO SKCIIPECCHPYIOIIUXCS B pPaHHEM SMOpHOreHese.
HckirounM Takke M3 pacCMOTPEHHs] XPOMOCOMHBIE
0oJie3HH, TaK KaK M3MCHEHUS CKEJeTa MPU HUX Yallle
BCEro HoOCAT Hecrenudpudeckuii xapakrep. Kpome
TOTO, MBI OTPAHUYMMCSI TOJHKO TEMH HAaCIEJICTBEH-
HBIMH 3a00JIEBaHUSIMHU, MOJIEKYJISIPHO-T€HETHUYECKHE
OCHOBBI KOTOPBIX CTaJIl U3BECTHBI B PE3yJIbTaTe OT-
KPBITHSl COOTBETCTBYIOIIMX TEHOB, WICHTU(UKAINH
MyTauil y OOJBHBIX U OMUCAHUS IEPBUYHBIX OHOXHU-
MHYECKHX Ne()EeKTOB.
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