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Moctynuna 11.11.02

KIMMHUNYECKME CNHAPOMBbI, CBA3AHHBLIE C SHOX-TEHOM

MHCTUTYT feTcKol aHAoKpuHonorum (gup. — npod. B. A. MeTepkosa) OHL, PAMH, Mocksa

POCT — 3TO CNOXHbI Npouecc, Ha KOTOpbIii OKa-

3blBaeT B/IUSIHAE OFPOMHOE KO/IMYECTBO (DAKTOPOB Ha
BCEX 3Tanax pasBMTUS HauuHas C BHYTPUYTPOGHOrO.

Jo

3% HacesieHUs CTpagaeT HU3KOPOC/OCTLIO, Bbl-

3BaHHOW pasnMuHbIMKM NpuunHamu. Mpu o6cnenosa-

t0

HUM BOJbHBIX C 33[EPXKKOM pocTa gnddepeHumanbHas
[AMarHocTuka o6bI4HO NPOBOAUTCH MeXay rmnogmsap-
HbIM HAHM3MOM, TMNOTUPEO30M, CUCTEMHbIMK 3a60-
NEBaHUSAMMN, XPOMOCOMHbIMU HapyLUEHUSMUW, pas3nny-
HbIMV (pOpMamMKn XOHAPOAMUCNIA3UIA, MNCMXOocounasb-
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HYMMW HapyLUEHVAMW U UAMONATUYECKON 3afep>KKol
pocTa, YacToTa KOTOPOW cpean Bcex hopM HU3KOPOC-
noctn pocturaet 80% [38].

ManonaTtnyeckas HU3KOPOCIOCTb — cobuparesib-
Hbli TEPMWUH, NPUIMEHSIEMbIV MPU XapaKTepuUCTUKe re-
TEPOreHHOWM rpPynnbl MaUynueHTOB C BbIPaXXEHHOW 3a-
JEePXKKON pocTa, MPUYMHBI  KOTOPOW HEWU3BECTHbI.
KnuHunyeckne HabnwogeHus 1 nabopaTtopHble mcche-
[OBaHUs, 0ony6/IMKOBaHHbIE B MWPOBOW NnTepaType,
NO3BOJIAIOT MPEANONOXKNUTL, YTO 3Ta NaTONOrNA MOXeT
ObITb 06YC/I0B/IEHA PA3/IMYHLIMW MPUYMHAMW, B TOM
yucne reHeTUYeCKUMK. B nocnegHve rofbl NoABUINCH
C006LLeHMA 0 ponu MyTaumii reHa SHOX B natoreHese
nanonaTUYecKom HM3KopococTu. AednunT aToro re-
Ha TakXke ABNseTcsa NPUUYNHOM HMU3KOPOCIOCTU U crie-
UMUNYECKNX KOCTHBIX Aehopmauunii Npu cruHApomMax
TepHepa, Nepn—Beiinna n Jlanrepa [2, 8, 14, 44, 46,
47, 59].

Bnepsble MpeAnosioXXeHNs 0 CYLLECTBOBaHMM MO-
[OGHOro reHa BO3HUK/IM MOC/E OMWCaHUSA U aHaIn3a
psfga cnyyaeB HU3KOPOCNOCTU Yy AeTell ¢ AeneHnsamu
KOpOTKOro nsneya X- n Y-xpomocom (Xp n Yp) [3, 4,
11, 17, 28-31, 35, 41-43, 45, 52, 62, 64, 66]. Npea-
nonaraemblii reH, BANAIOLWMIA Ha PoOCT, 6blN OTHECEH K
ncesnoayTocoMHOMY pernoHy (PAR), pacnonoxeHHo-
My Kak Ha Xp, Tak U Ha ¥Yp. OCOBeHHOCTbIO NCeBAO-
ayTOCOMHOIO Yy4acTKa MOJI0BbIX XPOMOCOM SB/ISIETCH
€ro y4yactue B KpPOCCUHroBepe, a C/efoBaTe/lbHO, ay-
TOCOMHbI TUM Hacnef0BaHWSA FeHOB, PacroNOXeHHbIX
B 3TOM YYacCTKe.

B 1996 r. u3 nceBfoayTOCOMHOIO pernoHa 6ol Bbl-
[eneH reH, OTBETCTBEHHbI 3a HU3KOPOC/IOCTb NpY psi-
[le COCTOsIHWiA, B TOM umcie npu cuHgpome TepHepa
[21]. BblgeneHHbI reH ABAAACS TPaHCKPUMLUOHHbBIM
(hakTOpPOM M OTHOCWJICA K rpyrne romeoboKccomepa-
LUMX FeHOB. JKCNpeccus AaHHOro reHa 6blna orpaHu-
YyeHa OCTeOreHHbIMM KneTKamn (TpabekynsapHble Knet-
KN W CTpOMasibHble hrbpobractel). OBHapy>KeHHOMY
reHy 6b110 gaHo HassaHne PHOG (niceBgoayToCOM-
HbI/i FOMe0b0KCCoAepPXKaLLNA OCTEOreHHbIN reH). Bos-
HUKNO NPeAnonoXXeHe 0 TOM, 4YTO OTCYTCTBME OAHOIO
n3 .anneneil AaHHOro reHa, ranioHefOCTaTOUYHOCTb,
NPUBOAUT K HU3KOPOC/IOCTH, a CNefoBaTe/lbHO, BaKeH
ero "po3osblii" ahgekT. Ha ocHoBaHMM 3TOro 6bIN0
BbICKa3aHO MpPeAnosioXKeHne 0 TOM, YTO CUHApPoOM Tep-
Hepa AB/SETCA Pe3y/bTaTOM rarnsioHef0CTaTO4YHOCTHU
HECKOJIbKUX TeHOB, PacrosioXXeHHbIX Ha X-XpPOMOCO-
me. lNo3Xe 6bIN0 MOKa3aHo, YTO POCTOBas KpuBas [Je-
BOYEK, HOCUTENEN U3MEHEHHOrO reHa, COOTBETCTBYET
TakoBOl Yy [eBOYeK C cuHApomom LllepewieBckoro—
TepHepa. lNpegnonoxeHve o ponu "go3bl" reHa npwu-
BE/I0 K rmrnoTese 0 TOM, YTO reHbl, 33JeCTBOBaHHbIE B
3TO MaTo/MorMmM, B HOpMe "M36erarnT” MHaKTMBaLUK
Ha X-XpOMOCOME 1 UMelT DYHKLNOHa/IbHbIE FOMOJ10-
M Ha Y-XpOMOCOMe.

B 1997 r. Np1 U3y4eHUN JeNneuni n pasndHbIX Me-
pecTtaHoBOK B Xp22 nnun Ypl 1.3 y 36 nayMeHTOB C HU3-
KOPOCNOCTbIO Obl1 M30MPOBaH FOMeOBOKCCOoAepXKa-
LN TeH, NoayymBLUMA Ha3BaHuMe SHOX (reH HU3KO-
pOC/OCTU, CoAepXKalLmii rOMeo6b0KC), KOTOPbIA NO3Xe
oKasanca WOEHTUYHbIM paHee onucaHHomy PHOG
[53, 54].

NeH SHOX cocTonT 13 6 3k30HOB. OnucaHo 2 Ba-
pnaHta mMPHK: SHOXa n SHOXb, cogepxxatune 1870
n 1349 HyKNeoTMaoB, KOTOPble KOAMPYIOT MPOTEUHbI
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n3 292 n 225 aMWHOKMCIOT COOTBETCTBEHHO. OJKC-
npeccnss SHOXa o6Hapy»KeHa B CKeNeTHbIX MbILLLaX,
nnaueHTe, NOMKeNyA04YHON >Xenese, cepaue M KOCT-
HbIX (hmbpobnactax, a SHOXb — B (heTasbHOW MOuKe,
CKeNeTHbIX MbIlLaxX U KOCTHbIX hmubpobnactax [38,
53, 54, 56].

PyHKUMA reHa SHOX o0OKoHYaTeslbHO HesCcHa.
MNpegnonaraeTcs, 4YTo OH MPUHUMAET y4yacTue B pery-
NALMN TPAHCKPUMLUM Ha paHHUX CcTagusax ambépuore-
He3a [55], NpMBOAA K 33[ep>XKKe pocTa YXKe BHYTPUyT-
po6Ho [49, 68]. MMCTONOrMYECKNA aHaM3 aNU{U30B
Ny4eBOW KOCTW MALMEHTOB C FeHeTUYeCKU AoKasaH-
HoM naTonornein reHa SHOX BbISIBUT HapyLleHne
HOPMaJIbHOTO MapasfesibHOro PacrnosioXKeHNs XOHAPO-
LMTOB, a TakKXKe TEHAEHUMIO K 3HXOHAP&/IbHOMY OKO-
cTeHeHuto [39, 49].

K HacTosiLeMy BpeMeHU N3BECTHO, YTO U3MEHEHUSA
B reHe SHOX moryT sBAATbCA MPUYMHOWN 3a[EPXKKU
pocTa nNpu namonaTnyeckoi (CEMenHon) HN3KOpPOCo-
cTn, cuHgpomax TepHepa,- Jlepu—Belinna (gUCxoHa-
pocTeo3e), JlaHrepa. PacrnpocTpaHeHHOCTb MyTauuii
reHa SHOX npu sTnxX COCTOAHUAX pa3nnyHa. Tak, npu
MAMONaTMYeCcKon 3adepXKKe pocTa OHa CcocTaBnseT
0,8—1,1% [54, 56], npu gmcxoHapocTeose Jlepy—
Beiinna — 41,7—100,0% [19, 27, 40, 60, 61], npn cUH-
Apome TepHepa OAuH 13 annenei JaHHOrO reHa oTCyT-
cteyet B 100% cny4aes, npu cuHgpome JlaHrepa rno-
pakeHbl 06a annens.

XapakTepHbIM KIMMHUYECKMM MPOSAB/IEHMEM NATO-
normu reHa SHOX fABnseTcA 3afep)kKa pocTta, 4acTo
HOCAILLAsA HAcNeACTBEHHbIN XapakTep, B COYETaHUU C
YKOPOYEHMEM  CPefHMX CErMeHTOB KOHe4yHocTel
(Npegnneybe ¥ roneHb) — TaK HasblBaemMas Me3oMesu-
yeckas HM3KopocnocTb [51, 57, 63, 64].

CuHgpom LllepelueBckoro—TepHepa ABNSeTCA pe-
3yNbTaTOM ranioHefoCTaTo4HOCTU pAda reHoBs, NoKa-
NIN30BaHHbIX Ha X-Xpomocome, B ToM 4ucne SHOX.
CnepoBsartesibHO, MpUYMHa 3a4epP>XXKM pocTa B gonyobep-
TaTHOM BO3pacTe, ee KAWHWYECKNE U PEeHTreHosorn-
YyecKune MposiBMIeHNA aHa/lorMYHbl TaKOBbIM MPU CUH-
apome Jlepu—Beiinna [1, 5, 10, 13, 15, 18, 48].

Mpun ancxoHgpocTeo3e Jlepu—Bennns ogHO wu3
Hambonee 4acTbIX MPOSIBNEHNA — pedopmaumsa amc-
Ta/lbHbIX YacTei Iy4YeBOl 1 TOKTEBOM KOCTEN, a Takke
NPOKCUMasIbHbIX YacTell NACTHbIX KocTel. Jedopma-
LuMa npeanseybss M3BeCTHa Kak fdedopmauunsa Mage-
nyHra. OHa BK/OYaeT B cebs m3rnb nyyeBoli KOCTU W
JopcasibHOe CMeLleHWe AMUCTa/IbHOM YacTu JIOKTEBOA
KOCTW, B pe3yfibTaTe Yero BO3HWKAET OrpaHu4eHue
OBWKEHWNSA B IOKTe U 3anacTbe. OTMeyaeTcs yKopouye-
Hue IV nacTHoi KocTn. BosmoxkHa gethopmaums ro-
NeHeid, cxofHas ¢ gedhopMauueii npegnaedmia. Yacto y
NMOpaXkeHHbIX [eTeli OTMeyaeTcss Hanuuve Apyrux
CTUIM AM33MOpuoreHesa 1 gedopmaunii (MMKporHa-
TWA, roTMYeckoe Hebo, AeBraLmsa npeansednia, nesma-
UVS roneHei, yKOpoUYeHne KMUCTel, YKOpoUeHue cTon,
CKONMO3, runeptpoua mbiw, n ap.) [13, 16, 61, 65,
67]. Ana aToro 3abosieBaHNS XapaKTepHa LLUMpPOKas Ba-
prabenbHOCTb NPOSABAEHNIA Y XEHLLMH U MYXUUH. OT-
MEYEHO, YTO Y XKEHLLNH M0 CPaBHEHUIO C MY>XUMHAMU
Jecopmaunm 6onee BbipaxkeHbl. Havano gopmumpoBsa-
HUA gedopmaumm MagenyHra o6blYHO coBMajaeT C
Hayasiom ny6epTtaTa. Ha OCHOBaHWW 3TOTO CYLLECTBYET
NpeanosioXXeHne o TOM, YTO Ha CTeneHb dedopmMaunm

H
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Tabnunuya
[vnHamuKa pocTa 1 KOCTHOro Bo3pacTa y nauueHToB
BonbHol A. BonbHas M.
log “ o
BO3PACT,  KOCTHbIA BO3- BO3pacCT, | KOCTHbIIi BO3pacT,

rogpl pacT, rogpl poct, cm rogpl rogpl pocT, cm
1996 / 6,3 3 102,2 (sds = - 3,3) 9,5 6 116,1 (sds = - 2,8)
2000 1 10 122,7 (sds = - 2,9) 143 13 139,0 (sds = -3,3)
2002 125 135 135,6 (sds = - 1,9) 15,5 15 142,6 (sds = - 3,3)
Mpeanonaraemblii KOHEYHbIA POCT, CM 155,0 143,5

OKa3blBaeT B/IUAHVE YPOBEHb XXEHCKUX MOJOBbIX rop-
MOHOB [33, 37, 49].

CuHgpom JlaHrepa — 06onee TSXKenblii npumep
SHOX-natonorum — 6bia1 BAepBbie ONMCaH Kak "Me-
30MeniMyeckas KapJMkKoBOCTb C rurnonnasvel nokre-
BOI, ManobepuoBOi KocTel 1 HKHEN ventocTun” [36].
[Ons pedopmaLm KOHeUYHOCTeN XxapaKTepHbl aniasus
nan TsHKenas runonaasust IOKTEBOW 1 ManobepL,oBoii
KoCTel. HVKHASA YentocTb rmnonnasmposaHa. Octasib-
Hble CKefleTHble CTPYKTYPbl UHTaKTHbI [25, 36, 58].

Ha ocHoBe un3y4yeHus cemeil C AUCXOHAPOCTEO30M
Jlepyp—Beiinna MHOrMMW nUccnefoBaTeNnsaMmn oKasaHo,
4YTO B OCHOBE CMHApPOMAa JlaHrepa fieX>XUT roMo3uroT-
HOCTb MO reHy, BbI3bIBAOLLEMY AUCXOHAPOCTEOS B re-
Tepo3UroTHOM cocTtosiHuu [22, 24, 32, 34]. B 1988 r.
6bl/1a NPOAEMOHCTPMPOBaHA BO3MOXKHOCTb MOCTaHOB-
KV JaHHOro awnarHosa Bo |l TpumecTpe 6epeMeHHOCTH
Nno fJaHHbIM coHorpagun [23]. WccnepoBaHmsa 6biin
npoBefieHbl B CEMbe, e y Matepu Habnoganmch siB-
Hble Mpu3HaKn cuHgpoma Slepyu—Beinna (B yacTHO-
cTn, gedopmauus MagenyHra), a nepsblii pebeHOoK
UMen 4YepTbl, XapakTepHble 4N CUHApoMa JSlaHrepa.

B 1998 r. 6bI/1 onucaH ciy4vail cMHApoMa JlaHrepa,
BbI3BaHHbIA reTepo3nroTHol Aeneuner reHa SHOX.
>KeHWwmHa 13 3To ceMbM UMeNa CUMMTOMbI, TUMWY-
Hble 4Na gucxoHpgpocTteosa Jlepu—Beiinns, a ee pebe-
HOK, YHac/ef0BaBLUNA MOpPaXXeHHYO anfnenb OT maTe-
pu, nMen kapuotun 45,X, xapakTepHbIi 41s CUMHAPO-
Ma TepHepa, a B pe3ynbTaTe — OTCYTCTBUE 2-TO a/lens
SHOX Ha oTuoBCcKoi X-xpomocome. [lenenuvs 2 anne-
nen SHOX y nnopga sABviack NpUYNHO Me3omMenuye-
cKon gucnnasum JlaHrepa [7].

K HacTosLweMy BpeMeHN N3BECTHO O CYLLeCTBOBa-
HUM Ha 3-ii ayTocome reHa-romosiora SHOX, nony-
ymsllero HassaHne SHOT (i SHOX2) [20). Mpeg-
nonaraeTcs, YTO reH, BbI3blBalOLWMIA CMHAPOM fe J1aH-
re, HaXoAUTCA B 3TOM e 06/1aCTU, Ha OCHOBaHWM Yero
B 1998 r. 6b1710 BbICKa3aHO MpeanosioXKeHWe 0 TOM, UTO
SHOT saBnseTca reHoM-KaHAnMAaToOM Ans 3Toro 3abo-
neBaHua [12]. Ona cuHgpoma fe JlaHre xapakTepHO
Ha/IMuMe MHOXECTBEHHbLIX CTUIM [U33MOpPUOreHesa
(Hu3KWii pocT BOMOC, cpocLumecst 6poBK, pa3BepHYTbIE
HO34pW, MaKCWUNAPHbLIA  NPOrHaTU3M,  AVHHbI
hunbTp, "pbIGUIA" POT) B COMETAHNN C NPEHATA/ILHON U
NMOCTHATa/IbHOWM 3aE€PXKKOW POCTa, 3a[EPXKKOM yMCT-
BEHHOI0 PasBUTUSA U BO MHOIMX C/ly4asix aHOMa/InsiMun
PYK.

B petckom otgeneHun SHL, PAMH ¢ 1996 r. Ha-
61K0faeTCcs CEMbS,, B KOTOPOM y 2 CMB6COB ANarHOCTU-
poBaH cuHApoM Jlepu—Beiinns.

BonbHas M., 15 net, oT 1- HOpMa/IbHO MpoTe-
KaBLLUeli 6epeMeHHOCTW, CPOYHbLIX POJOB B FO/IOBHOM

12

npegnexxaHnu, macca tena npu poxxgeHunun 3000 r, onu-
Ha 50 cwm.

BonbHoOW [., 12 neT, oT 2-1 HOPMa/IbHO MNpOTe-
KaBLUeli 6epeMeHHOCTW, CPOYHbIX POAOB B FOIOBHOM
npegnexaHuu, macca tena npuv poxxgeHnun 3400 r, onuv-
Ha 51 cm.

Poct matepu coctasnan 152 cm, otua — 165 cwm; Te-
JIOCNOXKeHWe MpornopLmoHaibHOe, KOCTHble Aethopma-
LMK BU3yanbHO He OMnpeaensatoTCs.

Puc. 1. BonbHOl [I. ¢ KJIMHUYECKM BbIPaXXeHHOW aeopmavmeit
MagenyHra (LUTbIKOBUAHbIe AedhopMaumn Npeanieymnin, orpaHnye-
HVe ABWKEHUI B NIOKTEBbIX W /ly4e3ansiCTHbIX CycTaBax, yKopouye-
HWe npeanneynii).



Puc. 2. BblpakeHHas gedopmaumsa MagenyHra Ha peHTreHorpam-
Me KOCTeli npeanneybs y 6onbHoro 4.

Mpu nepsom obpateHun (cM. Tabnmuy) nNaumeHTbl
NPeabaBAsnn Xanobbl TOMbKO Ha 3afepXKKy pocTa.
Bo3pacT 6parta u cectpbl coctasnan 6,3 un 9,5 roga co-
OTBETCTBEHHO. Y Ma/ibumMKa 3a4ep>Kka pocTa bbina 60-

nee BbIpaXKeHHoOW (sds = - 3,3), HECMOTPSA Ha MEHb-
LWMIA BO3pacT. Y AEBOYKM 3a4ep>KKa pocTa CocTaBnsana
sds = - 2,8. OTMevanacb 3aiep>XXKa KOCTHOro Bo3spacta

(3 n 6 net cooTBeTCTBEHHO). [Mpn 06CNefoBaHUM He-
[OCTaTOYHOCTb FOPMOHa pPocTa U TUMOTUPEO3 Obln
WCKJ/THOYEHDI.

MNpy NOBTOPHOM OCMOTpe 4epe3 4 rofa 3afepXKka
pocTa y MasibumKa cokpartmnach (sds = - 2,9), Ho npu
3TOM KOCTHbIA BO3pacT nNpubnnsnaca K nacnopTHOMY
(10 net npu nacnopTtHom 11 net). KnnHun4vecku »xanob
Ha gedopmauuun KocTell npepnneybsi He Obl10, HO
PEHTreHOI0OrMYeCKN BrepBble Oblna BbisiBeHa Aedop-
Maumsa MagenyHra.

B TeueHue cneaytoLlero rofga y naumeHta Hayanocb
NnonoBoe pasBuTUe, Bbll OTMEUYEH BbIPaXKEHHbIV POCTO-
BOli CKa4OK (CKOPOCTb pOCTa Bo3pocna fo 8,6 cM B rog),
3a/lepXKKa pocTa pe3ko COKpaTuniacb, pOCT CTasl COOT-
BETCTBOBATb HWKHE rpaHuue BO3PacTHOM HOPMbI
(sds = - 1,9), o4HaKO KOCTHbI BO3pacT CTa/l ornepexxarb
nacnopTHbIi (13,5 neT npu nacnoptHoM 12,5 neT). Ha
thoHe aTOro ctanm 6ecnokouTb 60/M B 0651aCTU Npes-
naeynin, OTMEYEHO OrpaHUYeHue ABWXEHWA B JIOKTe-
BOM W /ly4e3ansiCTHOM CycTaBaX, MOSIBUINCL BUAUMbIe

MPOB/EMbI 3HOOKPUHOMOI M, 2004, T. 50, Ne 2.

Jethopmauun npegnneuunii (puc. 1). PeHTreHorpadgmye-
CKM fedopmauna MagenyHra ctana 6onee BbipaXkeHHOW
(puc. 2). MpegnonaraeMblii KOHEYHbIA POCT MaLMeHTa
coctasnfeT 155,0 cm (sds = - 2,9) [6, 26].

C MOMeHTa NepBOro 0CMOTpPa Y AEBOYKN 3afepXKa
pocTa, HaobopoT, cTana 6onee 3ameTHOM (sds = - 3,3).
Hayasno nonosoro passuTus OTMEYeHO B BO3pacte 14
net. K aToMy MOMeHTY cTana obpallaTb Ha cebsi BHU-
MaHue MbllleyHasa runepTpodus. B To e BpeMs peHT-
reHOMI0rMYeCKN BbISIBMIEHO Havano (hOpMUPOBaHUA ae-
thopmauun MagenyHra (puc. 3). KnunHudecku aedop-
Mauuun He BbisiBnsOTCA (puc. 4). HecmoTpsa Ha Hadano
ny6epTara, BbIPaXXEHHOr0 POCTOBOIO CKayka He OTMe-
4yeHo. MeHapxe B 15 neT. KOCTHbIN BO3pacT HA MOMEHT
nocnegHero o6cnefosaHna 15 net (NpM NacnopTHOM
15,5 neT). Mpegnonaraemblii KOHEYHbIA POCT COCTaB-
naet 143,55 cm (sds = - 2,9) [6, 26].

O6palatoT Ha cebs BHMMaHWe pas/ivyHble CPOKM
HaCTYrM/IeHUsi 1 TeMMbl NOJIOBOr0 Pa3BUTUA y BpaTta u
CecTpbl. Y AeBOYKM OYEBWUAEH CUHAPOM MO3LHErO My-
fepTata C OTCYTCTBMEM BbIP@XXEHHOr0 POCTOBOrO
CKauyka, 6narofaps 4yeMy He Mpoun3oLLIO yCyrybneHus
KOCTHbIX AethopMaunii, Y Masibunka — OTHOCUTENbHO
paHHWe CPOKW HacTyr/IeHMs MOM0BOro pasBnTus, 6na-
rogaps KOTOPOMY 3HAuMTeSlbHO YBeNnuunacb CKo-

Puc.3. HesHauuTenoHas gedopmauuna MagenyHra Ha peHTreHo-
rpammMe KocTeli npegnneybs y 60nbHON M.
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Puc.4. BonbHas M. ¢ OTCYTCTBUEM K/IMHUYECKUX MPOSIBNEHUIA ae-
dopmaumn MagenyHra.

pOCTb pOCTa, HO K Aedhopmaumn cTaim 6osee Bbipa-
YKEHbI.

Ana cnHgpoma Jlepu—Beiinna xapaktepHa LMpo-
Kas BapnabenibHOCTb BbIPAXXEHHOCTU KOCTHbLIX Aedop-
MaLmnii Y )KeHLUUH U MY>X4YMH. B onucaHHbIX paHee Ha-
6NI0eHMAX Y AeBOYEK KOCTHbIE ANCNNA3NN BblIN Bbl-
pakeHbl ropasfo CU/bHee, YeM Yy MasibyMKoB. Jedop-
Mauuu NporpeccupoBasiM BO BpemMsa MybepraTa, 4TO
60/1bLUNHCTBO aBTOPOB CBA3bIBa/IN C B/IUSIHNEM 3CTPO-
reHoB Ha KocTeobpasoBaHue [37, 61].

MpencTtasneHHoe Hamu HabntOfeHWE MOKa3bIBaeT
Heo6X0AMMOCTb Oa/lbHEMLLIErO M3y4YeHus 3Toi npo-
671eMbl N YTOUHEHMA (DAKTOPOB, BAMSAIOLLMX Ha op-
MUPOBaHMe KOCTHbIX AUCMNA3NA W 3adepXXKy pocTa
npu cuHgpome Jlepn—Beiinns.

Manonatnyeckas HU3KOPOCNOCTb KpaliHe reTepo-
reHHa. OTCYTCTBME XapaKTePHbIX KINHUYECKUX MpuU-
3HaKOB TPV HEKOTOPbIX CMHAPOMAaxX [0 HaCTYM/IeHUA
ny6eprtata TpebyeT 60/ee BHUMATENbHOrO Nnoaxofa K
3a/lep)KKe pocTa, 0CO6EHHO B ceMeliHbiX cnydvasx. C
3TOM Uenblo HeobxoAMMbl pa3paboTka anropuTMoB
anddepeHLManbHON ANarHOCTUKMA  HacneACTBEHHbIX
(hopM HU3KOPOC/NOCTU, BbISIB/IEHNE CUMMTOMOB, MO-
3BOJIAKOLLMX 3aN0L03PpUTh 3a60/1eBaHNe B paHHEM BO3-
pacte. K3yyeHue CUHOPOMOB, CBA3aHHbIX C TEHOM
SHOX, gBnfetca ogHMM W3 MepBbIX LWWAros Ha nyTtu

anddepeHUNasbHON AMarHOCTUKN  MANOMETUYECKOA
HW3KOPOC/IOCTM.

Mnoxoii pocTOBOW MPOrHO3 Mpu OMMCaHHOW naTo-
JIOrnn oKasbiBaeT LesiecoobpasHoCTb pa3paboTKn Me-
TOLOB POCTCTUMYNUpYIOLLen Tepanun. MHormmmn uc-
cnegoBaTenaMu NPeanpuHUMaloTCA MOMbITKM fieYe-
HMA NauWEeHTOB C ANCXOHAPOCTEO30M FOPMOHOM POC-
Ta, aHanoramun MHPI 1 aHaboNMYeckumMm ctepomgamu,
YTO MPUBOAUT K YBE/IMYEHWIO CKOPOCTM poCTa, HO
B/IMSIHME Ha KOHEYHbIM POCT U CTeneHb AehopMaunia
rnoka octaetcs cnopHbim [9, 41, 50, 63]. MNpeanonara-
eTCs, 4YTO M3yYeHWe naToreHesa 3abonesBaHwWli, Bbl-
3BaHHbIX MyTaumamm reHa SHOX, MNo3BOAUT HaiiTu
HOBble MeToAbl Tepanun HU3KOPOCOCTW.
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Moctynuna 30.10.02

KOMMOHEHTbI TAMKEPIMYECKOW CUCTEMbI U EE ®YHKLINA

B SHOOKPVHHbIX XXEJTE3AX

WMHCTUTYT 3HAOKPUHONOrMKN 1 o6meHa BewecTs M. B. M. KomuccapeHko AMH YkpavHbl, Kres

B nepsble rofbl Mocne OTKPbITUA B MO3re Mo3BO-
HOYHbIX Famma-amuHomacnsHoi kucnotel (FTAMK),
KOoTopas no3)e 6blna npu3HaHa OCHOBHbLIM TOPMO3-
HbIM MegmnaTtopom LUHC, cumntanu, 4to oHa nokanuso-
BaHa WCK/IHOUYMTENbHO B K/IETKaX HEPBHOW CUCTEMbl.
MNoBbIlEHNE YYBCTBUTENIbHOCTU MEeTOAOB Orpejese-
Hna TAMK no3Bonnio nos)e ycTaHOBUTbL MPUCYTCT-
BME aMWHOKUCMOTbI, )epMeEHTOB ee OOMEHa, CUCTEM
TpaHCMopTa, a TakXKe PeLenTopoB N B K/EeTKaX MHbIX
TKaHen n opraHoB. MexaHunsm pgericteua FTAMK Ha
nepudgeprm onocpefoBaH Kak MeMOpaHHbIMW peLien-
Topamu (B C/yyae nepefayn HePBHOrO MMMy/bca Uau
npu Tpomnyeckom AeicTenn), Tak 1 6e3 nx yyactus
(Npu perynauuu BHYTPUKNETOUHbLIX MNpoueccos) [34,
35]. Kpome megmatopHoi yHkumn, FTAMK B HeHeir-
POHasIbHbIX TKAHAX MOXET UrpaTb TPOPUYECKYHO 1 Na-
PaKpUHHYIO POJib B MpoLeccax CeKpeLmn n TpaHcrop-
Ta 6UOIOrMYECKN aKTUBHbIX COEAMHEHWIA, NOABUXKHO-
CTW CNepMaTo30Ma0B U NX CNOCOBHOCTM K OMI040TBO-
PEHWIO, COKpALLLeHUS MaTKuU U MaTOYHbIX Tpy6, mMexa-
HU3Max KNeTo4yHoli nponudepauym. Ocobo MHTEpeC-
Ha, yunTbiBas 3HadeHe TAMK B KOHTpOse HelipoaH-

OOKPUHHBIX MEXaHU3MOB [eATeNIbHOCTU 3HOOKPWUH-
HbIX Xenes3, posib aMMHOKMUCNOTLI B MpoLeccax pery-
NALNN CUHTE3a U CEKPELMN TOPMOHOB COBCTBEHHO Ha
YPOBHE CEKPETOPHOWN KNETKMW.

Mepen n3noXeHweM JaHHbIX NUTepaTypbl 0 JIOKa-
nmsaumm FTAMK, 0CO6EHHOCTSAX CTPOEHMSA N YHKLMN
(hepMeHTOB ee 06MeHa, TPaHCMOPTEPOB U PeLEenTopoB
B 9HAOKPUHHbIX Kefne3ax, a Takke BO3MOXHOW (PyHK-
LMW aMUHOKWUC/IOTbI B HUX HEOO6XOAUMO HarnoMHUT,
yto TAMK B HepBHOI TKaHW CUHTE3NPYeTCS U3 Fny-
TaMVHOBOI KUCIOTbl MpPU y4yacTum (epMeHTa rnyTa-
mMaTtaekapbokcunasbl (IMAK), KoTopas NpucyTCcTBYeT B
Mo3re B Buge 2 nsogopm — FAKN n K" (no senu-
YMHe MONEKY/sipHO/ Macchl). WV3othepMeHTbl pasnu-
YaloTCA MO HYKMeOTUAHONW NOCnefoBaTelbHOCTU, Kie-
TOYHOI 1 CyOKNETOYHOM NoKanmMsaumm, UMMYHOpeak-
TUBHOCTW, (PakTopam, KOHTPO/IMPYHOLMM WX aKTUB-
HOCTb, W HEMPOXUMUYECKUM (hyHKuunAM. Mpu akcTpe-
Mas/lbHbIX YCMOBUAX OrpeesieHHoe 3HayeHwe MOoryT
nprvobpetatb asibTepHaTUBHbIE MYyTU CUHTE3a amMUHO-
KMCMNOTbI, Hanpumep obpa3oBaHue ee N3 NyTpecLUmnHa.
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