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AHAAU3 OU3SUYHECKOTO PA3BUTUA
M MAPKEPOB COEAMUHUTEAbHOTKAHHOW AUCIMAA3UU
Y MAUMNEHTOB C BOAE3HbIO IMEPTECA

© M.J1. Io6o6!, A.B. Manvkoe?, H.J. JIo606>

YOBY3 «Jlerckaa o6macTHadg KIMHMYECKas OONMbHUIA», VIBaHOBO;
2®I'BOY BO «JBaHOBCKaA TOCyJapCTBEHHAsA MeQUIMHCKasA aKafieMusa» Munsgpasa Poccun, ViBanoso

Cratbg noctynuaa B peaakumio: 04.09.2017 Cratbs npuHgTa K neyatu: 25.04.2018

Bsegenne. [Tpuunna 6omesnu Ilepreca fo KoHILa He BbIACHeHa. Ilo HamleMy MHeHMIO, u3ydeHMe (U3NYECKOrO pas-
BUTISI, BHEIIHNX ¥ BHYTPEHHNX MapKepOB COENMHUTEIbHOTKAHHBIX JUCIUIA3MII MMeeT OO/IbIIoe 3HAYeHMe I YCTa-
HOBJIEHMS TIaTOTeHe3a 3ab0/eBaHusl.

ITens — mpoBecTH aHAIN3 OTKIOHEHWIT (U3MIECKOTO PA3BUTHS U COENUHNUTENbHOTKAHHOI AUCIUIA3UM Y HeTeit ¢ 60-
ne3Hbio Ilepreca i pacKpsITis ee GpeHOoTHIA.

Marepuan 1 MeTOAbI. bbutu o6CefoBaHbl 52 MalyeHTa M 36 feTeil, COCTAaBUBIIMX KOHTPOJIbHYIO IPYIIY, B BO3-
pacte 4-17 net. Mbl OoueHMIM 1 CpaBHMIN UX (Ppu3MYecKoe M MPOMOPLMOHATbHOE PAa3BUTHE MPY ITOMOIM IIE€HTU/Ib-
HBIX Tabnui 1 MHAeKca Bepsexa. Ompefennin BHEIIHNE U BHYTPEHHME MPOSIBICHUS AVUCIUIA3MU COENMHITETBHOI
TKaHM B OCHOBHBIX OpTaHaX, CUCTeMax M aHaTOMO-Tomorpadudecknx obmactsx. [Iponssenn cO6Op reHeamornyecKoro
aHaMHe3a C COCTaBJIEeHNEM POJOCIOBHBIX 52 MpoOaHOB, BK/IOYAs KIMHUYECKoe obcrenoBanme 136 pogcTBEHHUKOB
I n II crenenett poacTsa.

PesynbraThl. BpIABlIeHO BbIpa)KeHHOe OTKIOHEHMEe (MU3MIeCKOro pasBUTUA y 33 manyeHToB (63,5 %). Y 27 6ONbHBIX
(51,9 %) puHa Tenma B Bo3pacte 4-12 net konebanach B npepenax I-1I kopupopos (3-10 %) u Obl1a JOCTOBEPHO HIKE
0 cpaBHeHMIo ¢ rpymmoit kouTpons (V kopupop) (p < 0,5), a'y 6 mereir (11,6 %) ona 6buta Bbiure cpensero (VII ko-
punop) (75-90 %). Onnako nHpekc BepBeka y 34 (65,4 %) meteit coorBeTcTBOBaNI 1,25-0,85 11 OTpaskan MesoMopduio,
a B OCTaJbHBIX 18 crmydasx ymepeHHyI Opaxm- u gonuxomopduio. [leppoe MecTo M3 MATONOTUN BHELIHNX OPTaHOB
U CHCTEM 3aHs/la CKeleTHas aHoManmusa — 36 (69,2 %) ciydaes, Bropoe — fmepManbHas — 23 (44,2 %) cnyuvas, Tpe-
Tbe — opraubl 3peHus — 9 (17,3 %) cnydaes, a U3 BHyTPeHHUX (BUCIepaIbHBIX) HAPYLIEHNIT Ha IIePBOM MecTe ObIIN
CepAeYHO-COCYAMCThIe 3aboneBanyus — 17 (32,7 %) cnydaeB, Ha BTOPOM — XMpyprudeckas 1 ypojormdeckas IaTono-
rua — 7 (13,5 %) crydaeB, Ha TpeTbeM — HapyIIeHUA IMIIEBAPUTEIbHON cucTeMbl — 5 (9,6 %) ciydaeB. OCHOBHBIM
criocoboM HacnmefoBaHus 6ome3sHn 6blT criopapndeckuit — 48 cnydaes (92,3 %).

3axnrouenne. enorun 6one3nn Ilepreca OTHOCUTCS K KO/IAreHOIATHAM HemudepeHpoBaHHO! GOpPMBIL.

KirroueBbie cnoBa: fety; 60mesHn taszobegpeHHOro cycrasa; 6omesun Ilepreca; dusmdueckoe pasBuTye; CTUTMBI JU3-
SMOpUOreHesa COeIMHUTENIbHOI TKaHW; CIOCO0 HAC/IeOBAHNA.
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Introduction. The pathogenesis of Perthes disease is not fully understood and requires a greater understanding of the
physical development, external and internal markers of connective tissue dysplasia.

Objective. To analyze the deviations in physical development and connective tissue dysplasia in children with Perthes
disease to determine its phenotypes.
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Materials and methods. We examined 52 patients and 36 children (control group) aged of 4-17 years. We estimated
and compared their physical and proportional growth by using centile charts and Vervec’s index and defined external
and internal manifestations of connective tissue dysplasia in major organs, systems, and topographic regions. Complete
genealogical histories were taken by with examining the genealogies of 52 probands, including clinical examination of
136 first and second degree relatives.

Results. Deviations in physical growth were observed in 33 patients (63.5%). The body height of 27 (51.9%) patients
aged 4-17 years ranged from 1-2 lines (3-10%) and was significantly lower than that of the control group within
5 lines (p < 0.5). Six (11.6%) children had body lengths higher than the average 7% line (75-90%). Vervec’s index in
34 (65.4%) children ranged from 1.25-0.85 and represented mesomorphy, moderate brachy, or dolichomorphia. The
primary pathology of external organs and systems was skeletal anomalies in 36 (69.2%) children, followed by dermal
in 23 (44.2%) and organs of vision in 9 (17.3%). Among visceral disorders, the primary pathology was cardiovascular
diseases in 17 (32,7%) children followed by surgical and urological pathologies in 7 (13.5%) and digestive system

disorders in 5 (9.6%). Disease inheritance was sporadical in 48 (92.3%) children.
Conclusion. The Perthes disease phenotype was related to the undifferentiated form of collagenopathies.

Keywords: children; hip joint diseases; Perthes disease; physical growth; stigmas of dysembryogenesis; types of

inheritance.

BBeaeHue

SrtuonaroreHe3 6onesnu Ilepreca mo cmx mop
lo KOoHIIa He maydeH. OTpajiHO, YTO 3a IOC/IEHEe
IeCATUIeTHE BCTPeYaeTcsi BCe OOJbIlle HayYHBIX UC-
C/lelOBaHMII, MOCBAIEHHBIX IaTOTeHe3y OOJIe3HU
[TepTeca, Tak Kak K/IIOY K yCHeXy aJieKBaTHOTO Jie-
YeHMsI CTONb CIIOXKHOW OPTOMEAUIEeCKON MaTOMOTUN
JIEKUT VMMEHHO B PAaCKpPBITUM MeXaHM3Ma OCTeO-
Hekpo3a. OfHM aBTOpPHI CYNMTAT, YTO HApyIlIe-
Hue (3afiep>kKa) 9HXOHJPATbHOTO OKOCTEHEHMs Ha
(hoHe KOHCTUTYIVMOHAIBHOI IPefpacnonoKeHHOCTH
(oTcTaBaHMe B pOCTe) NMPUBOAUT K CHIDKEHMIO Me-
XaHUYECKOW MPOYHOCTYU TOMOBKU OepeHHON KOCTU
y manmeHToB ¢ 6one3ubio Ilepreca [1-4]. OHa cBs-
3aHa C HeNpaBWIbHON AupPepeHUMpPOBKOIl KOCT-
HOJI TKaHM KoHTponupytomum resom COL2AI. Ero
HepBUYHAsA MyTalusA 3allyCKaeT IIe/Iblil KacKaj IIa-
TOJIOTMYECKUX PeaKIMil, BbI3bIBAIOIIUX HapyIleHVe
KO/JIATeHOOOpa3oBaHus B BMJie BHYTPUTKAHEBBIX
aHOManmit (MapKepsl AVCIUIA3UY COERVHUTEIbHO
TKaHM) B Pa3/MMYHBIX OpraHax, CUCTeMaX U aHa-
TOMO-TOIOrpaduvIecknx 0671acTAX MHAMBUAYYMA
[5-7]. OcTeoHeKpo3 BO3HMKAET 3a CUYET Hapylle-

Puc. 1. PentreHorpaMma Ta300epeHHOr0 CycTaBa B Ile-

penHe-3amgHeV mpoeknuy manueHta T., 4 ropga. [JmarHos:

«bonesnp Ilepreca crpasa, II cragusa», Ipyu NOCTYIIEHUN
Catteral II

HUA MEXKJIETOYHOIO B3aumojeincTsusa (ocreobmact
(ocTeonuT) — OCTEOKIAaCT) B CTOPOHY aKTMBU3ALUYI
ocTeoknacToB [8]. JIpyrue roBopsAT, 4YTO OH IpPOWC-
XoauT Ha (hOHe COCYAMCTON MATOMOTUM Y Maibui-
KOB C TUIIEPCTEHMYHON KOHCTUTYLMEN B IEPUOJ
aKTMBHOTO pocTa. HemocTarok KpOBOTOKA IPUBO-
AUT K MUIIEMUYECKOMY MH(DAPKTy HOPa)XKEHHOTO SIIN-
¢dusa 6empennoit koctn [9-11]. Emje ogun n3 BO3-
MOYXHBIX CIIeHapyeB Pa3BUTUs OCTEOHEKPO3a — I3TO
BPOXXJIeHHOEe HeJJOpa3BUTHE CIMHHOTO MO3ra B IIO-
SCHUYHOM oTfene (Muenopucmnasus). Hapymenne
MHHepBanuu tasobenpennoro cycrasa (TBC) name-
HseT Kamubp M YUC/IO COCYHOB, BCIEACTBME Uero
KpoBOTOK B TKaHAX TBC XpoHMuYecKM NOHVKEH
U TKaHU MCOBITBIBAIOT Aeduunt nutanus [12, 13].
Bo II crapym 6onesnu Ilepreca mpoMCXORUT yMeHb-
IIeHNe pa3Mepa NMPOKCUMaNbHOrO snudusa benpeH-
HOM KocTu, B III — OH YacTMYHO MAM MOJTHOCTBHIO
(ToTanpHo) moxBepraercs pesop6buuu. B IV cragun
MPOKCUMAaIbHBIN 3TU(NU3 BOCCTAHABIMBAETCS, HO
He TOMHOCTBI0. IIpu 9TOM (HOPMUPYIOTCS MHOTO-
IUTOCKOCTHBIE JlepopMaluy MPOKCUMANbHOTO OT/eNa
6egpenHoit koctu (puc. 1, 2).

Puc. 2. PenrrenorpaMma Ta3o6eIpeHHOr0 CycTaBa B IIe-
penHe-3ajiHell mpoeknuyu manueHTta T., 5 mer. JJuarnos:
«bomnesnsp Ilepreca crpasa, III cragusa. ToranbHOe mopaxe-
HUe MPOKCUMAIbHOTO 3mmdusa IpaBoit befpeHHO KOCTI»

m OpTOneAms, TPABMATOAOTMS M BOCCTAHOBUTEABHAS XMPYPT1A AETCKOTO BO3PACTA.
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JmrenbHOCTD 3a00/MeBaHMsA COCTaBIACT 3-5 JIeT
C IepexofioM B KOKCapTpo3. B mocTymHol nurepary-
pe KpaiiHe pefKO BCTPeYarTCs paboThbl, MOCBSIIIEH-
Hble OlLleHKe OTK/JIOHEHUI B (PU3NIECKOM Pa3BUTUU
M CUCTEMATU3aLMY MapKepoB BHELIHUX M BHYTpPEH-
HUX NPOABIEHUI JUCIUIA3UM COEJUHUTEIbHOM TKa-
HU y pmeteil ¢ 6onesHbio Ilepreca. IloaTomy 1enbio
VICC/IeoBaHYs OBUIO IPOAHAINM3MPOBATh OTKIOHEHNS
($u3MYecKoro pa3BUTUA M COCAVHUTETbHOTKAHHOI
AucIIa3um y fereir ¢ 6onesnnio Ilepreca s pac-
KpBITHA ee (HeHOTHIIA.

Marepuaa n meToAbl

O6c¢negoBaHo 52 MmalyeHTa B Bospacte 4-17 er,
KOTOpBbIe IIPOXOAVIN JIe4eHNe B OT[e/IeHUN [IeTCKON
opromenuu 2005-2016 rr. B Havyane mcciaefoBaHUA
MBI HOJY4YMIN HOOPOBOIBHOE COIJIAcUe POAUTENei
HeTeil ¥ MOLPOCTKOB, HE NOCTUIIIMX 15 JIeT, a Tak-
JK€ COBEPIICHHONETHUX IAI[MIeHTOB C JAaHHBIM 3a-
6omeBaHMeM Ha ydYacTue B MCC/IeOBaHUU U 06pa-
OOTKY MX IepCOHAIbHBIX AAaHHBIX. Ma/lbunKoB OBLIO
43 (82,7 %), a meBouex — 9 (17,3 %). IlopakeHue
npasoro Tazobenpennoro cycrasa (TBC) cocraBumio
26 cmyuaes (50 %), nmeBoro — 24 cnyyas (48,1 %),
a 1Byx TbC — 1 cmyuyair (1,9 %). AHTponomeTpuio
y manueHToB ¢ 6osnesHbio Ilepreca ocyuiecTBIANN
€XErofHO /10 JOCTIDKeHMA umu 17 net. [Inuny Tena
U3MEPSUIM B CAaHTUMETPax IIpU IOMOIIM POCTOMEpa,
Maccy — B KWIOI'paMMax, MCIIONb3ys HaIllO/NbHbIE
BeCHl, @ OKPY>KHOCTb TPYAU — B CaHTHUMeETpax Ipu
CIIOKOJHOM JIbIXaHM) B IIOJIO>KEHUM CTOS C OIyIIeH-
HBIMI pyKaMu. VI3MepUTe/NbHYIO JIEHTY IIPOBOJVIIN
C3a[y IOJ HIDKHMMM yITaMiu J0omnaToK. OTKIOHEeHMs
B (QU3NYECKOM Pa3BUTUM IMALVEHTOB C 0O0/E3HBIO
[Tepreca omeHMBanM IIpU IOMOIM IEHTUIbHBIX
TabMNIl C olpefe/ieHNeM MX KOPUJOpa WIM MHTEp-
Bana. IIpu stom ¢usmyeckoe pasBuTHE CUMTAIOCH
CPefHMM WIM HOPMAJIbHBIM, e€C/u TaO/NIM4YHbIE 3Ha-
yeHusi Konebanuch B mpenenax [V-VI kopupopos
(25-75 % unTtepBain). 3Hauenus, Bxopsimue B 111 ko-
pumop (10-25 % wHTepBan), yKasblBalIyM Ha ypo-
BEHb Pa3sBUTUA HIDKe cpefiHero, sHadeHusa VII ko-
pupopa (75-90 % umHTepBam) — BBILIE CPEJHETO,
a mokasarenu [-II kopumopoB (3-10 % wmHTepBan)
mwmn VIII xopupopa (<75-90 % wmHTepBam) yka-
3pIBaJIM Ha BBIPa)KEHHBIE OTK/IOHEeHUs B (usmye-
CKOM Pas3BUTUM C PUCKOM PasBUTUs BUCLEPATbHBIX
HapyLIEeHNI.

[IponopumoHanpHOe WIM TapMOHUYHOE pas-
BUTVE VHIVBYAYYMa PacCUUTHIBAIN IIOCPEACTBOM
uHypekca Bepsexa (VIB):

IOnuHa Tema, cM

VB =
2 - Macca Tefna, KT + OKPY>XHOCTb IPYAy, CM

Bennunna mHpekca cBbiie 1,35 CBUIETENbCTBY-
€T O BBIPQ)XEHHOM BBITATMBAaHMM (fFonmxomopgun),
BeIMYMHA B MHTepBane 1,35-1,25 — 06 ymMepeHHOM
npeo6na11aHMM pocra B jgnauny, unrepsan 1,25-0,85
oTpa)kaeT rapMoHM4YHOe (Me3oMopdusi) pasBuTHe,
Be/IM4YMHA MHAEeKca B npefenax 0,85-0,75 cBuperenn-
cTByeT 00 yMepeHHOIT Opaxumopdun, a Hike 0,75 —
0 BBIp@KEHHON Opaxumopdum (TO ecTb IpeuMylie-
CTBEHHO O IIOIEPEeYHOM pOCTe). YHMBEpPCaTbHOCTD
VB 3akmo4yaeTcad B TOM, YTO €TO 3Ha4Y€HMA He 3a-
BUCAT OT BO3pacTa. IlonydyeHHble JaHHbBIE CPAaBHMBA-
M C TIOKa3aTe/lsAM) TPYIIBl KOHTPOJIA, COCTOALILEN
u3 36 310poBbIX AeTeit 4-17 net. O6 0cobeHHOCTAX
NpOABIEHNA AMCIIA3UY COEJMHUTETbHON TKaHU
(OCT) cymunu 1o HaKOIUICHWIO BHEIIHUX U BHY-
TpeHHUX (EeHOTUNMYECKUX MPU3HAKOB y 36 mmamm-
€HTOB B KOCTHO-MBILIEYHON, JepMaabHON, odTanb-
MOJIOTMY€CKOJ, NUILEBaPUTENIbHON, MOYEIIOIOBOI
u ceppedno-cocygucron cucremax (CCC), BKmodas
Manble aHoMaiuyu pas3sutus (MAP) B pasnmmaHbIx
aHaToMo-Tonorpadudecknx obmactax. Hammume nx
B KOIMYeCTBe IlecTy 1 Ooee cyutany Haubonee 1o-
cToBepHBIM. KOCTHO-MBIIlIeYHas MATONOTUS: [O3BO-
HOYHBIN CTONMO, HVDKHUE KOHEYHOCTH, TUIIEPMOONIb-
HocTh cycTtaBoB ('MC), a Take rpygHas KIeTKa.
ITo3BOHOYHBIIT CTOO: yBe/MMYEHUE MIN YMEHbIIECHVe
ero ¢usnonorndecknx n3rn6os (runepkudos u aop-
7103, IUVIOCKAsl CIIMHA), CKO/IMO3, KPBUIOBU/IHBIE JIOIIAT-
KU, spina bifida. YBemideHye pacCTOAHMA OT 3afjHel
HOBEPXHOCTY TY/IOBUINA /IO YIJIOB JIONATOK CBBI-
me 3 CM paclieHMBaaM KaK KPbUIOBUIHbIE JIOMATKIL.
ITnockas cnmHa — yMeHbIIEHNE (PU3MOTOTMYECKOTO
kn¢o3a WM MOACHUYHOTO Joppo3sa. s ompenerne-
HVSI BEJIMYMHBI U CTEHEHU CKO/MNO3a, rmnepkudosa,
JIOpHO3a ¥ IUIOCKOJ CIVMHBI MCIIOIb30BalN PEHTTeE-
HOJIOTMYecKoe 00C/IefloBaHNe B CTAaHZAPTHBIX YK/Iafl-
kax no kmaccudukanuam PeprioccoHa n Kob66a,
usMepssa pedopmanuio B rpapycax. PeHrreHonorn-
yecku | crenmenp ckommosa coorBercTBoBanma 0-10°%
IT crenenp — 11-25°% III crenenp — 26-40°% IV cTe-
neHp — cBbiie 40°% I cremens runepkudosa u aop-
mo3a — 31-40°% II crenenp — 41-50°% III cTerenp —
51-70°. I cremeHbio MIOCKONM CIMHBL cunTann 19-10°
u II crenenpio — 9-0°. O6 OTCyTCTBUM CpalleHNA
Mexnay myxkamu Ly-nosBoHka (spina bifida) cypunm
0 YBeIMYEHNIO IMPUHBI PEHTIeHOIOTMYeCKOI e/
MeXay HuMM cBbime 2 MM. CpalljeHue IIOIepedHBIX
OTPOCTKOB L-II03BOHKa C HOKOBBIMM MaccaMi KpecT-
I1a ONpefe/A/I O OTCYTCTBUIO PEHTTEHOIOTNYEeCKOIT
meny. O MaToNoOruy HIDKHUX KOHEYHOCTENl CBUJe-
Te/IbCTBOBA/IM BapyCHas WIM BanbTycHas medop-
Mauys U MaTONOrus CToll. Bemmumuy pedopmarmit
HIDKHMX KOHEYHOCTell OL|eHMBAIM aHTylIOMeTpude-
ckn. O6 M3MeHeHUN CpelHero CBOfja CTOI CYAVIIN IO
HOJIOMETPUYECKOMY MHJIEKCY, KOTOPBIN IPeNCTaBIAT

B OpTOneAMs, TOABMATOAOTMS M BOCCTAHOBUTEABHAS XMPYPIMA AETCKOTO BO3PACTA.

Tom 6. Bbeinyck 2. 2018



OPUTNMHAABHbBIE CTATbM

15

co00i1 OTHOIIEHNE BBICOTHI CTOIBI K €€ JiIMHE, BbI-
pakeHHOe B IpolleHTaX. VIHeKC HOpMaIbHOTO CBOJA
crombl Konmebancst B mpemenax 31-29 %, ero cHumxe-
Hue 10 29-25 % ykasplBaeT Ha IIocKocTomme I cre-
neHu, Hwke 25 % — Ha mwirockoctonme II-III creme-
Heil. BanbrycHoe OTK/IOHEHME Tena MATOYHON KOCTU
OLIEHMBa/NM AHTYIOMETPUYECKM IO M3MEHEHMIO yIJIa
TVHUI, COeAMHAIIINX CepefiuHy TO/IeHN B BepXHeN
ee TpeT! C BepIIMHON ano¢usa MATOYHON KocTn. Ero
HOpMaJIbHOe (U3NONIOTMYecKoe OTK/IOHEHNE y HeTell
B BO3pacTe 3 JIeT COCTaBjsieT 6,4°, 6 neT — 4,5° 1o
knaccupuxanvu M. Idaiipdepa [14]. O dpopmnu-
pPOBAHUM IVIOCKO-BAJIbI'YCHON JedopMaluy CTOI
I cremenn cygunm mo yMeHbIIEHUIO IIOJOMETpUYe-
CKOTO MHJEKca 10 25 % ¥ yBeIMYEeHMIO yI/Ia OTK/IO-
HEeHNs Tejla MATOYHON KOCTM OT CpefHeNl JMHUUI
cBbie 7-5°. K BHEIIHMM NpOsAB/IEHUAM BOBIE€YEHUS
MBIIIE€YHOJ CHCTEMBI OTHECEHBI IYIIOYHbIE, ITaXOBbIE
IPBDKU M CHIDKEHME MBIIIEYHOTO TOHYCa B MBIINIAX
TY/IOBMIA UM HVDKHUX KOHEYHOCTAX. JI/1A BblABIIe-
Husg 'MC usmepsinu o6beM NAaCCUBHBIX [BVKEHUI
B KPYNHBIX M MeJKUX CyCcTaBaX KOHEYHOCTell B Tpa-
[iycax ¢ OLleHKoil mo 9-6ammbHOi cucteMe beiiro-
Ha [7]: 1) maccuBHOe mepepasrmbaHue MU3MHIIA Ha
yron, npesbiraonmyiz 90° 2) maccuBHOe IIpUBefieHe
60JIBIIOrO Majiblja KUCTU K HpeAIIedblo; 3) rurmep-
3CTEH3NI0 B JIOKTEBOM CyCTaBe Ha YroJl, IpeBblIla-
founit 10°; 4) nepepasrubaHye B KOJIEHHOM CyCTaBe
6omee 10° 5) HaKk/IOH BHepep Npy (UKCHUPOBAHHBIX
KOJIEHHBIX CyCTaBaX, P 9TOM JIafloH! JO/DKHBI KOC-
HYTbCA MOa. 3a BBINOTHEHME KaXX/IOTO OTHETbHOTO
[MAaTHOCTUYECKOTO TecTa jaBaacs 1 6ar, a Makcu-
Ma/ibHasg CyMMa paBHsAMach 9 6a/raM. BeipaxeH-
HocTh 'MC omnpepensanu mo ciaefymoumuM IoKasa-
tenam: 0-2 6amra — ee OTCyTCTBUE; 3—-4 — Jerkas
CTeneHb; 5-8 — BbIpaKeHHad; 9 — TreHepaln30BaH-
Has. Jledpopmauys rpygHoON KaeTKu ObUIa IpefcTaB-
JIeHa [IBYMS BapMaHTaMU: BOPOHKOOOpPasHO U K-
neBupHON. CrelleHb BOPOHKOOOPa3HOI Aedopmarnm
omnpeneANny KIMHUYIECKN II0 YBEINYEHMI0 PAacCTOsA-
HUA MEX]y BEPLIMHON ee BIIaBIIeil JacTu ¥ MCTUH-
HBIM pacIIONIOKeHMeM I'PyIMHbI B caHTuMeTpax. Ilpu
I crenenu paccrosgHyue MeX/ly HUMM He IIPEBbIIIATIO
2 cm; npu II crenenn rny6uHa 6pima He Goree 4 cM;
npu III cremenn — cBbime 4 cm. KuineBupHyio fe-
dbopManno IrpygHON KIETKM OLeHVBAIM PEHTIeHO-
norm4eckn 1o kmaccudukanum banposa — PoknHa.
O6 aHOMaNMAX KOXXHBIX IIOKPOBOB CYAVIM IIO Ha-
JINYMIO TOIOTHUTETbHBIX MHOXeCTBEHHBIX 00pa3o-
BaHMil (HEBYCOB M IUTMEHTHBIX IATEH), KOTOPbIE
OLIEHMBAJIM BU3YaJIbHO, @ Ke/IOMJHbIe PyOIIbl, KOX-
Hble y3€/IKM ¥ TUIIEPPACTKMMOCTD KOXXM Ha 2-3 cM
BBIIIIE ee TIOBEPXHOCTY B 00/1aCTM KIIIOYNI] — IIajIb-
naropHo. HempaswibHyto ¢opMy depema, KOPOTKYIO
IIeI0 OTHOCU/IM K KpaHuoledanbHoil gedopmarum.

MAP xucteit pyk BKIO4Yaay B ceb6si KOPOTKME MM-
3MHIIBI C MX JeBUAlLlMell B JIOKTEBYIO CTOPOHY Oosee
yeM Ha 5° ¥ [JUCHPONOPLNIO Pa3MEpOB IAJIblieB KI-
CTH, KOTZIa YeTBEPTHIN Iajiel] MeHbIle BTOPOTO Ha
3 mm. OtknoHenue V jaydelt KUCTeNl PYK OLEHMBAIN
IpY IOMOIIV KICTEBOTO TPAHCIOPTUPA, a AVUCIPO-
HMOPIVIO Pa3MepoB JIy4yeil KUCTU — IMTAHTeHIUPKY-
7, OTMeYas PacCTOSHME OT TOMOBKY IIACTHOM KOCTU
o 6yrpMCTOCTM HOITeBON (paaHTM B MUUIMMETpAX.
MAP crom: caHfjajleBUjiHas Lje/lb — YBeIUYeHNUE
PacCTOAHNA HEpPBOrO MEXIIAa/Nbl}eBOIO IIPOMEXYT-
Ka crombl cBbime 5 MM. K aHOManmsAM momocTu pra
OTHOCI/INM «TOTHYeCKoe Heb6Oo», HapylleHMe pocTa
3y00B, pocT 3y60B BHe 3YOHOTO psja, aHOMA/INIO
npukyca. AHomanuu JIOP-opraHoB Bkmrouanu uc-
KpMBJIEHJ€ HOCOBOJI IEePEeropoiKi, fedeKThl YIIHBIX
PaKOBUH ¥ YacTble HOCOBbIe KPOBOTE€YEHV. DNMKAHT
CBUJIETE/IbCTBOBA/I 00 aHOMa/NIMAX IapaopOUTATbHON
obnmactu. [Ins BeisABNIeHUs BHeumHux Mapkepos JCT
y HaLJMeHTOB MCIOJb30BANN CIENMAJIbHYI KapTy,
B KOTOpOIt puKcupoBamy o6HapyKeHHbIe (PEeHOTUIIN-
veckye aHoMan. O6 0COOEHHOCTSAX BUCLIEPATbHBIX
nposasnennit JJCT y manumueHToB ¢ ypoOnIormdeckoii,
XUPYPIUYecKoli, MUIeBapUTeIbHON 1 odTanbMona-
tomnorueit, a Taxoke CCC cyannu U3 MMCTKa 3aKII04n-
TE/bHBIX (YTOYHEHHBIX) [UATHO30B MHAVBUAYAIbHOI
KapThl aMOy/IaTOPHOTO MHaIMeHTa. YPOIOorndyecKas
nmatojiorus OblIa IpefcTaBlIeHa Bapukouene u ¢u-
MO30M, XUpyprudyeckass — ITyIIOYHBIMU U IaXOBBIMU
TpBDKAaMU, HMUIeBapuUTeIbHasA — (QYHKIVOHA/IbHBI-
MU PacCTPOMCTBAMU TOJICTOTO OTAe/Na KUIIeYHMKA.
Odranpmonaronorus BK/IOYana MMIONNIO, Hapylle-
HUA pedpakiuy, AecTPYKLUIO CTEKIOBUITHOTO TeJa,
ronybble CKlepaMu, aHruomaTtuio cerdatkyu. Crur-
Mbl Kapguorenesa (MAPC) oueHuBanyu mpu momo-
M aIIapaTHBIX METOJOB: 3JeKTpOKapauorpapuim,
axokappuorpadun. [Insa onpepenenus crocoba Ha-
crnepoBanus 6omnesun Ilepreca 6v1 cobpaH reHea-
JIOTMYeCKMII aHaMHe3 C COCTaBJICHMEM POLOC/IOBHBIX
52 mpo6aH/0B, BKIOYasA KIMHNIECKOe 00CIeloBaHme
136 popcreenHukos I n II creneneit popcrsa.

Pe3yAbTatbl M MX 00CyXKA€HHE

AHanu3upys IONydeHHbIe pe3y/NbTaThl puamde-
CKOTO pa3BUTH MALMEHTOB ¢ 6one3Hblo Ilepreca, Mbl
YCTaHOBU/IM, YTO BBIPA)KEHHOE OTKIOHEHMe JIMHbI
Tena y 27 60/MbHBIX B Bo3pacTe 4-12 yeT (21 Manbumk
u 6 MeBOYEK) COCTaBIANO 51,9 %. 3HauyeHUS IIMHBI
Tesma Konmebamice B mpepenax I-11 kopuaopos u 6s11n
TOCTOBEPHO HIDKE IO CPaBHEHMIO C IPYIION KOHTPO-
nay 25 perett (69,4 % ) Toro e BO3pacTa, 4TO COOT-
BeTcTBOBao V kopupopy (p < 0,5) (puc. 3).

Torpa xak B 13-15 yet y pmereit ¢ 60/ne3HbIO
[TlepTeca oTMedeHO yBelMueHUe IJIMHBI Tela A0 II0-
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Puc. 3. AHTponioMeTpudeckoe ucciaefoBanme: manueHt [,
6 net, nuarHos: «bonesns Ilepreca cnesa, II crapgmsar; gnn-
Ha Tema — 106 cm (coorBeTcTBYyeT I KOPUAOPY)

Kasarenell, coorBercTByromux III xopupopy, HO
C COXpaHeHMeM [JOCTOBEPHOI pa3HUIBI C ITOKasa-
TeNAMM KOHTPOMbHON rpymnsl (p < 0,01), m TOnMbKO
K 16-17 rogam [jiMHa Tena JOCTUTrana CBOEro MaKCu-
MyMa, TO ecTb 3HadeHUi1 [V xopupopa (puc. 4).

IIpu oueHke MHBI Tena y 19 manueHToB ¢ 60-
nesubio Ilepreca (36,5 %) 6bUIO yCTaHOBJIEHO, YTO
OHa JIOCTOBEPHO He OT/IMYanach OT ULEHTUYHBIX IIO-
KasaTesiell TPYIIIbI KOHTPO/A, a Y 6 60nbHbIX (11,6 %)
6bl1a yBenmndeHa no sHadeHmit VII xopupopa. Mac-
ca Tela y 27 MalMeHTOB C O4Y€Hb HU3KUM POCTOM
mo 8 ymer coorBeTcTBOBana 3HadeHuAM III xopupgopa
U OblTa JOCTOBEPHO HIDKE, YeM B IPYIIIIEe KOHTPOJIA
(p <0,01), Ho VB konebancst B unrepsane 0,85-1,25,
4TO OTpaxkano Mesomopduio. Haunmnas ¢ Bospac-
Ta 9-13 meT Macca Tena yBeIMYMIACh O 3HAYEHUI]
IV-V xopupopoBs, HO pa3BUTHE LeTell OCTaBajlach
TaKXe TAPMOHUYHBIM U IPONOPLMOHAIbHBIM. OpfHa-

200

KO II0 IOCTIDKeHNM Bo3pacTta 15-17 met y 15 (55,5 %)
HMAlMEeHTOB /NI MYXXCKOTO II0Jla Macca Tejla COOT-
BeTcTBOBana 3HadeHmssM VI-VII kopupmopos u Opiia
LOCTOBEpPHO BbIlle, YeM B KOHTPOJIbHOI TpYyIIIe
(p <0,01), a Benmmunua VB paBusanacey 0,85-0,75, 4yTo
OTpaXKajlo yMepeHHylo Opaxumopduio. ¥ 19 manyen-
TOB C HOPMa/JIbHBIM IIOKa3aTeleM JJIMHBI Tela KOH-
CTaTMpPOBaNM, YTO Macca UX Te/la COOTBETCTBOBajA
HOPMAJIbHBIM ITOKa3aTe/sAM BHE 3aBUCUMOCTHI OT BO3-
pacta. IToaTomy nx ¢pusudeckoe pasBuUTHE PacLeHEHO
KaK cpefiHee. Y 6 feTell ¢ JIMHOM Tejla BbILIE CpeHe-
ro B Bo3pacTe 4-8 jeT OTMeYeHO yBelIudeHMe Mac-
cbl Tenma no 3HadeHuit VII kopumopa, 4to 6b110 10-
CTOBEpHO BbIllle, YeM B rpymme KoHtpons (p < 0,01),
u ux usmueckoe pasBuTUe OBUIO BbIIIE CPETHETO.
Opnako VB kome6ancs B unrepsane 0,85-1,25 n ot1-
pa)kam rapMOHMYHOe pa3BuTue. Torga Kak K BO3-
pacTHOMY IPOMEXYTKY 13-15 /et macca Tena B Tpex
CIIy4assX COOTBETCTBOBaja 3HadeHMUAM IV xopupopa,
a BenuunHa VIB pasBuamacp 1,25-1,35, 4to cBupe-
TETbCTBOBAJIO 00 yMepeHHOM Ipeo0/IaflaHnu pocTa
B JUIMHY (ZOMMXOMOPQUM).

Yacrora BCTpeyaeMOCTM BHeUTHUX (peHOTUIIMYe-
ckux Mapkepo JICT y manueHTOB ¢ pasHbIM pusn-
YeCKUM pa3BUTHMEM ObUTa HeO[MHaKoBa. B febrore 3a-
6oneBanns y Bcex 20 o6cnenoBanHbIxX (38,4 %) mereit
4-8 neT ¢ HM3KOPOC/IOCThIO (15 ManbuMKOB M 5 fie-
BOYEK) HOCTOBEPHO Mpeobnamanyt CKeleTHble aHO-
Manuu. VI3 maTronoruy mo3BOHOYHOrO CTONOA ObIIM
BBbIABJIEHBI TpyAHOI Kugo3 I crenenn (6 manneHTos),
KpbUIOBM/IHbIE JIOMAaTKM (6 MallyieHTOB) U IUIOCKas
cnyHa (2 manueHra). Y 6 IanMeHTOB IOfOMeTpude-
CKUIT MHJeKC OBUT yMeHblleH 10 29-25%, a y 4 fe-
Tell BaJIbIyCHOe OTK/IOHEeHMe 3aJHUX OT/e/I0B CTOI —
no 5°. TMC 6bina BbIsiBIeHa y 8 jfeTeil ¢ obuiei
CYMMOI1 y KaXXI0ro 06cIefoBaHHOro 3-5 6aJI10B, 4TO
O3HAYaso JIETKYI0 CTeleHb rumepmobmnipHocTH. OHa
perucTpupoBanach B OCHOBHOM Yy MaJIb4MKOB B IIe-
puop mx pocta. lepManpHasd MaTonorus 3aHMMAasa
BTOpOe MecTo — 16 cimyvaes (30,8 %), B TOM uuc-
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Puc. 4. CpaBHUTeIbHBIE [TOKA3aTeNMM JIMHBI Tela Y MATbUMKOB 1 AeBOYeK ¢ 6ose3npio Ilepreca M rpyIIoit KOHTPO
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Jle IUTMEHTHBIE IATHA OTMedeHbl y 10 HaIeHToB,
a TUIePPaCTHKUMOCTb KOXu — y 6. O¢ranbpmomna-
TONIOTYS ObI/Ta HA TPETbeM MeCTe: 3aperrCTPUPOBaHBI
2 cnyyas (3,8 %) mmonuu. VIsydas pacmpocTpaHeH-
HOCTb BO3PAaCTHBIX I IIOJIOBBIX OCOOeHHOCTeN dop-
MUPOBaHMA BHEIIHUX (PEHOTUIINYECKUX NPU3HAKOB
JCT B 3TOM BO3pacTe, Mbl IPUIIN K 3aKII0YEHNIO,
4TO VX HAaKOIUIeHMe OOYCIOB/IEHO (PM3MOIOrNYecKOi
He3Pe/IOCThI0 KO/IAreHOOOpa3oBaHNUA U IMIIOTOHMEN
MBI TYTOBUINA ¥ cToll. HecMoTps Ha yBemmdyeHne
occuuKanyMy B pasHBIX YacTAX CKeleTa U CO3peBa-
HMe COEeQVMHUTENbHOTKAHHBIX CTPYKTYp y 14 Masb-
4KOB ¢ 6OonesHbwo Ilepreca B Bospacte 9-12 et
IPOVCXOAVII IepPexofi CKeNeTHbIX aHOMaMii B 6oree
rpy6sie ¢opmel: ckonmnos I cremenn — 6 (18,7 % );
HempaBuabHas popma deperna — 5 (9,6 %), WIOCKO-
BajIbrycHas gedopmanus cron I cremenn — 3 cryvas
(5,8 %). OepmanbHble M3MeHEHUsI ObUIN TOIOTHEHBI
y3710BOJI 3puTeMoli y ogHoro manueHra. Odranb-
MOTIATO/IOTMS yBenuumunach (HapyumeHue pedpax-
LUK, JeCTPYKUMA CTeKTOBUIHOTO Te/a, aHTMOMaTUsA
ceTuaTku) — 6 cnydaeB (11,5 %). Takum obpasom,
B IIpernybepTaTHOM IIepuojie MPOMCXOANUT TpaHCPOp-
mauysa JJCT B gpyrue opranbl-MuIIeHN, B OCHOBHOM
II03BOHOYHBIN CTONO, KOCTH dYepela U Inasa. B Bo3-
pacte 13-17 ner mporecc cTabuamsanum CoequHm-
Te/IbHOJ TKAaHM CYUTAETCA 3aBePUICHHBIM, OZHAKO
y 15 (28,8 %) nu1y My>kCKOTO I10/1a BBIAB/ICHA PA3/INd-
Has CKe/leTHas IATOJNOTMA: BapycHas jgedopManysa
HIDKHUX KOHeuHOcCTeil — 8 moppoctkoB (15,4 %);
CTaTM4YeCKMUiI CKommo3 I cremeHm 3a cueT ykopoue-
HUSA NOPaKeHHOM HIDKHEN KOHEYHOCTH — 6 Clyda-
eB (11,5 %); rumepkncos I cremenn — 1 marueHT
(1,9 %). HepmanbHast M OQTaIbMOINATONIOTUA CTATH-
cTUYeckyu He uaMeHwracb. MAP 6butn mpepncrasie-
HBI KOpPOTKOII Imeeit — 5 (9,6 %); rumepTenopusMom
a3 — 5 (9,6 %); cauganeBugHOIM mienbo — 3 (5,8 %);
aHomasuei npukyca — 2 (3,8 %); penyuauBupyONLIy-
MU HOCOBBIMU KpoBoTedeHUsIMU — 2 (3,8 %); MOBBI-
LIEHHOJ KPOBOTOYMBOCTBIO — 2 (3,8 %); roOTM4ecKUM
He6oM — 1 (1,9 %); sammkanTom — 1 (1,9 %); pocTom
3y6oB BHe 3y6HOro psja — 1 (1,9 %).

Y 10 ob6cnmefoBaHHBIX Ma/lb4MKOB B BO3pacTe
4-8 ner (19,2 %) ¢ HOpManbHBIM (U3NYECKUM pa3-
BUTUEM JIOCTOBEPHO IpeoOiajiajia CKeJeTHas IaTo-
JIOTUA TOSACHUYHO-KPECTIOBOTO OTfela II03BOHOY-
Horo cronba (ITKOII). Yamie Bcero BCTpevanuch
IJIOCKast cimHa I cremenyn — 6 ciydvaes, spina bifida
L,-mosBonka — 4 cnyyas. HoBoit maTomornm co cro-
POHBI KOXKHBIX IIOKPOBOB M IIa3 He OOHapy»XeHO.
B Bospacre 9-12 neT y 6 feTelt OTMEYEHO MPOTpeccu-
poBaHue 1mrockoit cuvHbl Ao II crenenn. Ee dopmu-
pOBaHNe U IPOrpeccupoBaHiie, 0 HallleMy MHEHMUIO,
cBA3aHo ¢ MblimeyHoit runotonuent IIKOIL. B Bos-
pacre 13-17 ner y 6 ImanMeHTOB BBIABIEHBI CKOINO3

MOSICHUYHOTO oTfena I cremeHu m cakpanmsaums —
4 cnyvas. Hanuuame B aTom Bospacte spina bifida
U CaKpaJM3alMUN SBJIAETCA HOCTOBEPHBIM MapKepoM
pucrasuu [TKOIT. MAP 6buin mpencTaBieHbl MHO-
XecTBeHHBbIMM popyHkamyu — 10 (19,2 %); Hapy1e-
HIeM pocTa 3y6oB — 5 (9,6 %); medexTaMu YIIHBIX
pakoBuH — 5 (9,6 %). Y 6 o6cnemoBaHHbIX (4 meBOY-
KI M 2 MajbuMKa) ¢ GU3NYECKUM PasBUTHEM BbIIle
cpegHero B BospacTe 4-8 jeT mpeo6sajjana CKeneT-
Has martonorus: TMC 3-5 6amnoB u S-o6pas3Hblit
ckommnos I cremennu. B Bospacte 9-12 meT y Bcex
JleBOYEK BBIABJIEHA BaJbIyCHasA fedopMamysa HIDK-
HMX KOHEYHOCTEN, a B Bo3pacTe 13-17 et ckener-
HasA TATOJIOTUA y HUX HPOABIANACH Ooree IpyObIMu
mepopmanusamu — S-o6pasubiM ckonmmosom II cre-
IIeHV ¥ BOPOHKOOOpasHO AedopManimeil TPyAHOI
KkineTku I cremennu (4 ciaydas), a y OZHOTO MOJIOLO-
ro 4yeloBeKa OB OTMeYeH MaHyOPMOKOCTaNbHBIN
TUII KleBuaHoi gepopmanym. Obmas cymma 'MC
paBHANMACh 5-8 6ajIaM, YTO COOTBETCTBOBA/IO BbIpA-
JKEHHOII creneHn. VI3 pepmManbHONM IATOMOTMM Yale
BCEr0 BM3YaIM3UPOBANINCh KeTTOUAHBIE PyOLbI HOCIe
OKOTOB M OIEPATHBHBIX BMeIIaTenbCcTB — 5 (9,6 %);
TOHKasg Koxka — 2 (3,8 %) cnydaa. O¢drampmonaro-
norus 6buta obHapyxeHa B 1 (1,9 %) ciydae B Buje
rony6six ckiep. MAP ObUIM IpencTaBIeHbl ieBUaLV-
eit musuHLeB — 6 (11,5 %) u gucmponopumei po-
cra II mampua — 6 (11,5 %). Ilo pesynbraTam obcne-
moBaHusA fietTeil ¢ 6onmesHpio Ilepreca AOMIKONIBHOTO
U MJIafIIero MIKOJILHOIO BO3PAacTa MOXKHO 3aKIIIO-
4UTh, YTO STOT BO3PACT HEOOXOAVMO BBIIETIATD KaK
KPUTHYECKUII NTepUOof, IPOrpecCUpOBaHMs JUCIIIA3UN
COeNVHUTETbHOM TKaHIN.

[Tpn ananmse CONMYTCTBYIOINUX 3ab0TeBaHUI
y 29 (55,8 %) mamueHnToB ¢ 6onesHbio Ilepreca o6Ha-
py’KeHa pasnMdYHas BUCLepa/sbHAsS HMATONOIMA ANC-
IacTnyeckoit npupoasl. OHa ObIIa TaKXKe HeCXoxa
y ZeTell ¢ pasHbIM (u3nM4eckuM paspurueM. Ilepsoe
Mecto y 17 (32,7 %) 6ONbHBIX 3aHMMAIU CTUTMBI
KapamoreHesa. JnmekTpokapauorpagudeckn y 11 pe-
Teit (21,1 %) ¢ HU3KOPOCIOCTBIO B Bo3pacte 4-8 jer
3apeTUCTPUPOBAHbl M3MEHEHMEe OMO3TEeKTPIIeCcKO
aKTMBHOCTM MMOKap/ia, CHIDKEHNUe IPOIeCCOB Pero-
NApU3ALUY JKeTyLOYKOB, Hello/Has O/10Kajja IpaBoil
HOXKM ITyuka [¥ca, cMHycoBas TaxuKapaus. JXorpa-
¢duuecku y 8 mereit 9TOro e BO3pacTa 0OHAPY>KEHBI
MAPC B npepncepany, MeXOKeTyLO4KOBON IIepero-
pozke n aopTre. OTHAKO OHNM He BBI3bIBA/IN BbIPA)KEH-
HBIX KapAMOTeMOJMHAMMYECKMX HapylleHMii. Y na-
IIMEHTOB B Bo3pacTe 9-12 jieT 0TMeYeHO JOCTOBEPHOE
yMEHbIIIEHVE MX JaCTOThl. DTO CBSI3aHO C COBEPIICH-
cTBOBaHNEM AUGQepeHINPOBKY COCUHUTEIbHO-
TKAaHHBIX CTPYKTYp Cepilia M COCYROB. B Bospacte
13-17 neT HOBBIX aHOMa/IMII He OOHapyXKeHO. Amra-
parHas pmarHoctuka CCC y 10 feTeit 1 IOAPOCTKOB
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Tabamua 1

HacTOTHBIM aHAAM3 MapKePOB AMCIIAA3MM COCAMHUTEAbHOM TKaHW y AeTen ¢ 6oAesHbio [lepTeca

ITanMeHTBI ¢ HU3KOPOCTIOCTHIO

ITanyeHTHI CO CpefHUM
dusndecknM pasBUTHEM

HaI.U/IeHTbI C BBICOKVIM POCTOM

n=20 n=19 n==6
Ckomnos I ct.; IInockas cnmna II cT.; Ckomnos I-1II ct.
HempaBmibHasg GopMa depera; MOSICHUYHBINA CKOmmos I ct.; I'MC;
IUIOCKO-BaJIbTyCcHas feopMaris spina bifida n caxpanusanus Ba/IbIyCHasl ZedopMalusa HIDKHUX
crom I cT.; TIKOIT — 10 KOHEYHOCTE;
BapycHas gedopManus HIDKHNUX mebopMaiys IPygHOI KIeTKN
KOHEYHOCTEN n==6
n=20
[uneppacTaXUMOCTb KOXI; [TaxoBble M MYMOYHbIE TPHLKI; Crurmer kappuorenesa (MAPC)
[MUIMEHTHBIE IIATHA dumos n==6
n=16 n=>5

Hapymenue pedpakiy;
TeCTPYKIM CTEKIOBUITHOTO Tera;

DyHKIMOHANIbHBIE HAPYLIEHNS
TOJICTOTO OTZE/Ia KUIIeYHVKA

Ko’xHble TOKPOBBI:
KeJIOMHble PyOLbl;

TUINIEPTEIOPU3M IT1a3

MUOIINA n=>5 TOHKas KoXKa
n="7 n==6
MAP: KopoTkas mes; MAP: MAP:

MHO>XXECTBEHHbIE POANHKI

n=>5; n=10; mucnponopiys pocta I manbia kuctu
MAPC HapylleHue pocra 3y6oB — 5, n=6
n=38 HedeKThl YIUIHBIX PAKOBUH — 5

nMeBMalsl MUSVHIIEB;

ITpumeuanue: TIKOII — MOACHUYHO-KPECTLIOBBII OTHEN MO3BOHOYHOTro cTonmb6a; MAP — Manble aHomanuu passurtus; IMC —

TUIIEPMOOMIBHOCTD CYyCTaBOB.

C HOPMAJIbHBIM (PM3NYECKMM pPa3BUTHEM He BBIABIU-
7la JOCTOBEPHOTO HAKOIIEHMA CTUTM Kap[MOTeHe3a.
Y 6 maumeHToB ¢ QU3NYECKUM pPasBUTUEM BBIIIe
cpenHero B Bospacte 4-8 mer MAPC BcTpedanuch
B TPUKYCIMJAIbHOM, MUTPAJIbHOM KJIallaHAaX M aop-
Te. B Bospacre 9-12 u 13-17 j1eT UX KOMMYECTBO He
YMEHBIINIOCh, YTO CBUMIETENbCTBOBANIO 00 YCUIEHUN
pucnactudyeckux npoueccos B CCC. Bropoe mecro
3aHMMaja XMpyprudeckas M yponormyecKas IaTo-
norua — 7 (13,5 %) cmydaes. Y geTeit M IOJZpPOCT-
KOB C HU3KOPOCJIOCTbIO OHA He 3aperucTpupoBaHa.
Y 5 pereit ¢ HOpMa/NbHBIM (U3NYECKVM Pa3BUTHEM
B BO3pacTe 4-8 JieT BBLIIOJIHEHbl OIepaTUBHbIE BMe-
IIaTe/IbCTBA 110 MCCEYEHUIO TPhDK M KpaiiHell IJIOTH.
XUpypruueckom U yponornM4ecKoil IaToNoruM y fie-
Tell ¢ PU3NYECKUM pasBUTUEM BBILIE CPEITHErO 0
13 net He obHapyxeHo. Torma Kak JBYM IOAPOCTKAM
B BO3pacTe 14 7eT BBIIIOJIHEHO ONEPATVBHOE JI€YeHNE
o Metopuke VBanucceBnya. Ha TpeTrbeM MecTe pac-
I0JIarajCh HapylleHusA NUIeBapUTeNbHON CUCTe-
MBI — 5 (9,6 %) crnyyaeB. Y HaIueHTOB C OTKJIOHe-
HyeM (U3NYeCKOTO Pa3BUTHSA MATOJIOTUY CO CTOPOHBI
JKeTyIOYHO-KUIIeYHOTO TPaKTa He BbIAB/IEHO. Torma
KaK 5 MOAPOCTKOB C HOPMa/IbHBIM (U3NYECKNM pas3-
BUTUEM B BO3pacTe 13-17 j1eT COCTOs/IM Ha y4eTe
y racTPOIHTEPOJIOra MO IOBOAY (PYHKINMOHATBHOTO
HapylleHMs TOJICTOrO OTZeNa KMUIIeYHuKa. Bo Bpems
cbopa aHaMHe3a OBUIO BBIABJIEHO, YTO BOCEMb IAIV-
€HTOB C HU3KOPOCTOCTDIO /IO OFHOTO TOfja COCTOAIN
Ha y4yeTe y OpToIlefia ¢ iuarHosoM «aucrnnasusa ThC».

Bcem uM mpoBefeHO KOHCepBaTMBHOE JIeUeHMe C XO-
POIINM KJIMHMKO-PEHTTEHONOTMYECKM Pe3y/IbTaToOM.
PerpocnexTuBHO 06paTmiyM BHUMaHMeE, 9YTO BO BCEX
CIIy4asiX HeflOpa3BUTOE SAAPO OKOCTEHEHMs TOJIOBKU
6empa Bcerma coBmagano ¢ OyAymIMM MOpakeHueM
toro >xe THC. OpHa manmeHTKa O YCTaHOBJIEHUS
6onesun Ilepreca cocrosiia Ha ydeTe y Bpada-reHe-
TiKa ¢ cuagpomoM lllepemesckoro — Teprepa (mo-
3anyHasa ¢opma). Takum 06pasoM, COBOKYITHOCTb
JIOCTOBEPHOTO OTKJIOHEHUA (PU3NYECKOTO Pa3BUTHA,
BHEIIHNX ¥ BHYTPEHHUX (EHOTUIINMYECKNMX MapKe-
poB ICT maer mpaBo oTtHectum 6onesHb Ilepreca
K HekmaccupuuupyemMomy QeHoTuiny miam Hepud-
dbepeHIIMPOBAHHO AUCIIA3UN COENUHUTENbHOIN
TKaHu. Hambornee mocToBepHble BHELIHME M BHY-
TpeHHUe MapKepbl AVCIIA3UM B 3aBUCUMOCTY OT
¢dbusnyeckoro pasBuUTUA HalyeHTa 3apUKCHPOBAHBI
B Tabm. 1.

Kak BupHO M3 Tabn. 1, 4acToTa BCTpE4aeMOCTH
n xonudectso mapkepos JCT m MAP ormmyanucp
y MALMeHTOB C Pa3HBIM (PUNIECKUM Pa3BUTHEM.

AHanusupys crnoco6 Hac/lefOBaHNUSA Y MAIJMEHTOB
¢ 6onesHpro Ilepreca 1o COCTaBIEHHBIM POJOCIIOB-
HBIM, HaM Ya/IoCh BBIACHUTH, YTO Yallle BCETO OH
61 criopagyeckuM — 48 (92,3 %) cmy4yaeB 1 TOMb-
Ko B 4 (7,7 %) — pomuHaHTHBIM. KpoMme ToOTO, Y BCex
27 meTeil ¢ HU3KUM POCTOM MPOCHAEXMBaeTCs Gop-
MUpPOBaHIe CeMeTHO-TeHeTNYeCKOI HU3KOPOCIOCTI
IO JIVHUM MaTepy, ¥, HA06OpOT, y 6 OONbHBIX C BBI-
COKIM pOCTOM OTMeYeHa CeMelHO-TeHeTHdecKas
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Puc. 5. CemeltHO-TeHeTHYeCKas HUSKOPOCIOCTD Y AeTelt ¢ 6onmesnpio Ilepreca mo nuHmu Marepu: a — poct godepn T.,
11 ner, — 112 c™m (3 % unTepsan, I xopugop); 6 — poct matepu T. E., 36 ner, — 157 cM (10 % unTepBan, II kopumop);
8 — poct ymepureir 6abymkn M. C., 67 net, — 154 cM (10 % mnTepBan, II xopupgop)

BBICOKOPOC/TIOCTh TaKXe I10 MaTepUHCKON JIMHUMU
(puc. 5, a, 0).

O6cnenoBanmne 76 popcrBenHukoB I u II cre-
meHeit popcTBa fereit ¢ 6omesnpio [lepreca moka-
3aJI0 [JOCTOBEpHOE YBeJINdYeHMe KomudecTBa 3a6o-
JIeBaHMil ONOpHO-fBUraTenpHoro ammapara (OA):
nepopmupytomuit ocreoaprpos — 21 (27,6 %),
ocreoxoHapo3 — 15 (19,7 %), apTpanrum HeACHON
3TMONMOTUYM KPYIHBIX CYCTaBOB B JE€TCKOM ¥ IIOf-
poctkoBoM Bo3pacte — 13 (17,1 %), BpOXXIEeHHBII
BBIBMX Oefpa — 3 ciyyas (3,9 %). VIx HakorteHue
B CeMeJHOI IMOIy/IALNN CIYy>KUT OCHOBHBIM JJOKa-
3aTenbCTBOM (POPMUPOBAHNUSA CKEIETHBIX aHOMAIINIT
y TIpo6aH/OB.

[Tpu 06Cy>XIeHNN MONyYeHHBIX PE3yIbTaTOB MbI
HOPUIIINM K BBIBOAY, YTO ITIABHBIM OJIMIIETBOPEHVEM
3[0pOBbsI pebeHKa sAB/IseTCs ero gpusmveckoe pas-
Butye. C OfHOI CTOPOHBI, OHO HENPEPBIBHO ¥ [NU-
HaMMYHO, a C JIPYroil — Ha KaXX/JOM BO3PacTHOM
aTale PasBUTHUSI OHO TECHO CBSI3aHO C TeHETUIECKNM
MOTEHI[MA/IOM €r0 POAMTeNell. BoipakeHHbBIE OTKIIO-
HeHys B ¢usudeckoMm pasputunm (I-II m VIII xopu-
JOpbI) TOBOPAT O MOPQOIOrMYeCKUX HAPYIIEHMUAX
B Pas3/IMYHbIX OpraHax M CUCTeMax IAlMeHTa, B TOM
41Cie M B ONOPHO-ABMUIATe/IbHOM ammapate. KnmHu-
YeCKM OHM IHPOAB/AIOTCA B HAaKOIUICHUM MapKepoB
OVICIIIA3UM COENVHUTENbHON TKaHu u MAP [5-7].
OcCHOBHBIE BU/BI COEUHUTENbHON TKaHM (Xpslie-
Basl, KOCTHasl, KPOBEHOCHas1 1 nMuMONAHAs TKaHb,
a TaKXKe MX INAfIKasg MYCKY/IaTypa) MPOUCXOMAT U3
CpeRHero 3apofbIIIeBOTO JUCTKa — Me30[epPMBI,

IIO9TOMY WX CTpOeHMe ofuHakoBoe. Huddepenun-
POBKa TKaHell O4YeHb CI0)KHA, KOHTPOIMPYETCS MHO-
>KeCTBeHHbIMU TreHamu, B ToM umciae COL2A1, u 3a-
KaHYMBaeTCsA 10 OKOHYaHMM KOCTHOTO CO3peBaHMS.
OCHOBHOII CTPYKTYpPHOIl efUMHMIIeNl BCeX OCHOBHBIX
BIJIOB COE[MHNTE/NIbHOI TKAaHU AB/IAETCS KOJIIATreH,
OH IIPMHMMAET ydacTye B OHTO- U OpraHoreHese,
a Takxke B arperanuu TpombonutoB. Ero rmaBHas
¢yukuusa — mnopgepxuparoomas [9]. CospeBanue
u popMUpOBaHIEe OCHOBHBIX BUIOB COEAVMHUTETBHON
TKaH! y TaleHTOB ¢ 6one3Hbio IlepTeca 3aBucAT oT
CeMeITHO-TeHeTMYEeCKMX 0COOeHHOCTell. Y MalMeHTOB
C CeMeIHO-TeHeTNYEeCKO)I HU3KOPOCTIOCTBIO IJIABHBIM
HAC/IE[ICTBEHHO 00YC/IOB/IEHHBIM (aKTOPOM KOJljIare-
HOIIATUM C/IY>KUT HapylLIeHJe SHXOHJPa/JIbHOTO OKO-
CTEeHEeHNUsA, a NpUOOpeTeHHbIM — (Pu3NoIOrnIecKoe
YOIMHEHNME HIDKHUX KOHEYHOCTEN B Bo3pacTe 3-7
n 10-13 ner [1-4, 8]. lemopgnHamMmyecKue 1 PeoIoOTy-
JecKye HapylleHMsA y HUX BTOPUYHBI M3-3a IpOrpec-
crpoBaHMA acentmdeckoro Bocmanenus [10]. Torma
KaK, 110 MHEHVIO Psfja aBTOPOB, Y OOIBHBIX C BBI-
COKMM POCTOM IJIaBHBIM BPOXJIEHHBIM (haKTOpOM
ABJIAAETCS TUIIO- M AIUIasys Me[UajIbHON M/WIM fa-
TepaIbHOI OrMbaloLINX IIeiiKy Oefpa apTepuil mopa-
xenHoro TBC [6, 9-11]. ITpousBogsamumu dakropa-
MU ABJIAIOTCA NOBBIIEHHasA (QU3NYecKas aKTUBHOCTDb
pebeHKa BO BpeMsA CHOPTUBHBIX Harpy3oK C peajiu-
3anMeit B MIIEMIYeCKUII MHCY/IbT B BepXHeNIaTepalb-
HOJI YacTy IOPa)KeHHOII TOTIOBKY OepeHHOI KOCTH.
Y meTeil ¢ HOpMaIbHBIM (QU3NYECKUM Pa3BUTHEM JIN-
AVIPYIOLIVIM HAC/TeCTBEHHO OOYC/IOBIEHHBIM (PaKTO-
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poM crefyeT IpUsHATh Muenopuciviasuio [12]. OHa
IPOBOLMPYET HapylleHNe MHHepBauuy (M3MeHeHMe
COCYAMCTOTO TOHYCA) apTepuil ¥ BeH, OKPY>KAOLINX
TBC. IIpnobpeTeHHBIMU (paKTOpaMu SABJIAIOTCSA BOC-
HajieHNue CUHOBUAIbHON 00OIOYKM HMOPaKEHHOTO
TBHC nocne nepeHeceHHbIX OCTPLIX PeCcIMPATOPHBIX
3aboneBaHnit, 060CTpeHNe XPOHMYECKOV MHPeK-
VM HOCOITIOTKM, a TaK)Ke He3HaYMTeTbHas MO CUje
TpaBMa.

3akAoueHue

Takum 06pa3oM, OTKIOHeHMe (PUBNYECKOTO pas-
BUTKA y TALVEeHTOB ¢ 6onesHbio Ilepreca B codeTa-
HUM C HAaKOIUIEHNEM BHEIIHNX U BHYTPEHHUX (eHO-
Tunudeckux npusHakos [ICT B pasnnyHbIX OopraHax,
CUCTeMaX M aHATOMO-Tomorpapmyeckux o06/1acTax
laeT IpaBO TOBOPUTH O GPOPMUPOBAHUY Y HUX IO-
nuopranHon HenuddepeHMPOBAHHO KOJIAaTeHO-
natun. HepocTaTo4HOCTh KO/NIareHooOpa3oBaHMsA
y NMAalMeHTOB C HU3KUM (PU3NMYeCKMM pa3BUTHEM
IPUBOAUT K YMEHbLICHNIO MEXaHNYECKOI MPOYHOCTI
KOCTHBIX CTPYKTYp U (HOPMMPOBAHMUIO OYara OCTeO-
HeKpo3a. BpoxkleHHas HeCOCTOATENbHOCTb CHHTe3a
KOJ/IaTeHa B MHTVMeE MeRMa/NbHOM WM JIaTepPaTbHON
ornbammux aprepuit 6egpa y 60nbHBIX ¢ ¢pusnde-
CKUM pa3BUTHMEM BBIIIE CpeJHEro 0OYCIOBIMBAET
pasBuUTHE MX CTeHO3MpoBaHuA. Torga kak y fereit
co cpefHUM (U3NYECKUM pasBUTUEM CYILIeCTBEHHbIE
HapyUIeHNsI PasBUTUS COMHHOTO MO3Ta HPUBOMAT
K XPOHIYECKOMY ITOHVDKEHWMIO TeMOAVHAMUKA U U3-
MEHEHUIO PeOJIOTMYeCKMX CBOICTB KPOBM C peasnsa-
nyeil B OCTeOHeKpo3. MaKcuManbHO 6BICTpOe BOC-
CTQHOBJ/ICH)E TIOP)XEHHOT'O Y4acTKa KOCTHON TKaHU
B THC no3sBoMUT COKpaTUTb CPOKM Je€YeHNUs JaHHOI
HaTOJIOTUL.

Nudopmauns o puHaHCHpOBaHMM
M KOH(PAMKTE UHTEPECOB

Pa6ora mpoBegena mpu mnoppepxke OBY3
«/IBaHOBCKasA [JeTcKasd KIMHMYECKas OONbHMIIA»
n OI'bOY BO «JIBaHOBCKas rocymapcTBeHHas Me-
OUIMHCKasA akajeMmus» Munsgpasa Poccun. ABTopbl
IEeK/IapUpPYIOT OTCYTCTBME SIBHBIX M IOTEHIMATbHBIX
KOH(QIVIKTOB VIHTEPECOB, CBA3AHHBIX C ITyO/IMKaIuet
HACTOsIIIEN CTaThM.
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