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Manble aHOMaAUK Pa3BUTUS Kak peHOTUNNYECKHe
NPOSIBAEHMS HACAEACTBEHHO OOYCAOBAEHHOM
AUCIMAQ3UN COCAUHUTEABHOM TKaHU

BpoxaéHHasi HEMOJHOLEHHOCTh COeJUHHUTENbHOH TKAaHM SBIASETCS OXHUM K3 3BeHbEB JTHONMATOTeHE3a MHOTIHMX
3aboneBaHuil, B ToM yncie 6ose3nu Ilepreca, BpokAEHHOro BbIBUXa OeJpa U AMCIUIa3UU Ta300eIpeHHOro cycraBa. B o
JKe BpeMsl, MaJible aHOMAJIUU Pa3BUTHS, TAKXKe SBISIOTCS MOKa3aTelsiMI AUCIUIa3UU COEIMHUTENbHON TKaHU. B cTaThe
NpoaHaIM3UPOBAHbl MUKPOAHOMAIUHU Y 72 AeTell C «KPYHHbIMU» 3a00/IeBaHUSIMU CYCTaBOB U CJeJaH BBIBOJ O TOM, UTO
BBISIBIEHHE MaJIbIX aHOMAJINil Pa3BUTHS [IOMOTaeT paHHeH JUAaTHOCTHKE OPTONMEIUYECKOH MaTONOTHH y AETeH.

Kanrouesovie cnosa: 6one3ns Ilepmeca (Jlecea-Kanvee—Ilepmeca), 8poxcdennsiii 8vieux 6edpa, oucnaasus coeOunumeso-

Holl MmKanu, majivle anomaiuu pazsumus

M3BeCcTHO, 4TO paHHSS AMArHOCTHKA OOJIBLIMH-
CTBa OPTOMEAMYECKHX M HEBPOJOTHYECKHX 3a00-
JIeBaHWUHA y JOeTel M, COOTBETCTBEHHO, PaHO Ha-
4yaToe JieyeHHe BeAyT K YJYYLIEHHIO COCTOSTHUS
M, B HEKOTOPBIX CJydasiX, K IOJHOMY H3Jjeue-
Huto. Tak, paHHAs AHarHoCTHKa 6oJesHu [lepreca
(Jlerra—KanpBe—Ilepreca) TO3BOJISIET TIpU CBOe-
BpPEMEHHO HauaTOM KOHCepPBaTUBHOM H CaHATOPHO-
KYPOPTHOM JiedeHHH OOOUTHCH Oe3 omepauuu [1]
M OTCPOYHTb PA3BUTHE «B3POCJOTO» KOKCAPTPO3a.
CBOeBpeMeHHOEe paclio3HaBaHWe MAWCILIA3HM  Ta-
300eIpeHHOTO CyCTaBa, MOABbIBAXA Oefpa y MmJa-
JeHla W liafsilee MaJOUHBA3UBHOE BO3[EHCTBHE
MOTYT 0OYCJIOBUTbh XODOILHE Pe3yJbTaThl JeueHHs
1 ONIaronpUsITHOE A0JTOCPOYHOE Ka4eCTBO KHU3HH.

3anof03puTh HEOJAronoIy4ne B COCTOSHHH
KOCTHO-CYCTaBHOH CHCTEMBI TIOMOTAIOT TaKHe IpH-
3HaKH, KaK MaJjible aHOMaJluK Pa3BUTHS.

Marble aHOMAJIMU Pa3BUTHS SIBJISIIOTCS IOKasa-
TeJSIMU T1aTOJIOTUYECKHX IIPOLECCOB BO BHYTPHY-
TpOOHOM IepHOZie UK BO BpeMs POLOB, IPU3HAKa-
MU HaTaJbHOH, UHTPA- U IOCTHATaJbHOH TPaBMB,
a TakXKe MOTYT ObITb TeHeTHYeCKH 00YCJIOBJIEHHBI-
MH ¥ SIBJATHCS MPU3HAKAMH KOHCTUTYLHMOHAJBHO-
r0 CTaTyca; Ipu 3TOM TIPOBECTH CTPOTYIO PAHMILY
MeXIy BapHaHTOM HOPMBI U MaJiOH aHOMasiuen
KpalHe CJIOXHO [2].

Yem Oosbllle BOBJeYeHA B MATOJIOTHIO COEIHHU-
TeJIbHasl TKaHb, TEM BBILIE YHCJIO MANbIX aHOMAJHUH
pasBUTHSL, TIPH ITOM HMMeeT 3HaueHHe He TOJIBKO MX
KOJIMYeCTBO, HO U coueTaHue. CaMbIMU YacTBIMU Ma-
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JIBIMH aHOMAJIUSIMHA Pa3BUTHS Y 3IOPOBBIX JETEH paH-
HEro BO3pacTa SIBJISFOTCH SMHUKAHTYC, BBICOKOE HEGO,
JIMCIIIA3UK YUIHBIX PAKOBHH, CaHOAJeBUOHAS LIEJb,
KJIHHOIAKTHIINS HePe3KOH CTeTeHH BBIPAXKEHHOCTH.

Marple aHOManuW PasBUTHS TPUCYTCTBYIOT
GOJIBITMHCTBA OONBHBIX C OPTONEIMIECKUMH, He-
BPOJIOTMIECKUMH M TICUXWYECKUMH OOJIE3HIMH, Y
MallMeHTOB C 3a00JIeBaHUSIMH BHYTPEHHHX Opra-
HOB, a TaKXXe Y MHOTHX TaK Ha3bIBAEMBIX 3[0POBHIX
sni. OHHU He IBJISIOTCS ITATOTHOMOHHYHBIMHM HU 7151
OfiHOTO 13 3ab0/ieBaHWH, OOHAKO MOTYT IOKAa3aTh
BHUMATEJTbHOMY Bpady HaJIMUIre KaKoro-Jubo sBHO-
TO WJIK CKPHITOTO Hebjaromosy4yus y dejioeka. [1o-
POTOM CTUTMATH3al|MK TTPUHSTO CUUTATh 5—7 CTHTM.

B HacTosiiee BpeMsi B 3THOJIOTHH OOJIBUIMHCTBA
opToreandyecKuX 3aboseBaHUH GOJBIIOE 3HAUEHHE
MIPU/IAI0T HACJENCTBEHHO O00YCJIOBJIEHHOW CcJabo-
CTH COeIMHUTEJbHOU TKaHH [2—5]. [lepBbIMU MpH-
3HaKaM# OPTOTIETUUECKOTO HeOJNATOTIONYUYHS U SIB-
JISIOTCSI MaJible aHOMAJIMH Pa3BHUTHSI.

Marble aHOMaJUM DPa3BUTHS — 3TO, TPEXIe
BCETO, BHEIHHE TIPOSIBJIeHUS TUCILIA3HH COeIH-
HUTENbHOH TKaHHW. MHOroo06paswe W CJIOXKHOCThb
CTPYKTYPBI, DYHKUIHH U DPETYJSIHN COETUHUTEND-
HOW TKaHU Heu30exKHO BOBJIEKAIOT ee B Pa3BUTHE
MHOTHX 3a00JIeBaHHH BHYTPEHHHX OPraHOB, KOTO-
pble MOTYT HMMETh MMMYHOMATOJOTHYECKYIO, BOC-
MaJUTEeNbHYIO, AUCTPOPUUIECKYIO TIPUPOLY WU HO-
CHUTb BPOXKIEHHBIA XapakKTep.

MaTepM&Abl M METOAbI

Mul ob6cnenosanu 40 petedt (1-ag rpynmna) 4-14
Jet ¢ 6ose3nbto [lepreca u 32 pebeHka (2-4 rpyn-
na) 4-12 seT ¢ gucniasved Ta3o6epeHHOro CycTa-
Ba, BPOXKJIEHHBIM BBIBUXOM M TIOJBBIBUXOM Oefipa.
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[Ipn CpaBHUTEJBHOM aHaJW3e UCIOJb30BaAH
t-xkputepuil CTbIOZIEHTA, a TAKXKe METOJ TPeX ypPOB-
Hel CTUTMaTH3alliH, MPH KOTOPOM HHU3KHUM YPOB-
HeM cyuTaeTcsd Haiudue y pebeHka 0—5 Mmasbix
QHOMAJIUH Pa3BUTHS, CPeOHUM — 6—9, BBICOKUM —
10 u 6oee [6].

B 1-# rpymnme mperMMyILecTBO COCTABISANN MaJlb-
YHUKH, WX ObI0 29; Bo 2-U OBLIO 0OJbBIIE IEBO-
yek — 20. DT0 He NMPOTUBOPEUUT JIUTEPATYPHBIM
CTATUCTHYECKUM JaHHBIM. Bce IeTH HaXOIMUJIHCH
Ha KOHCEPBATHBHOM JIeUeHHH, TOTOBUJHUCH K OIle-
pallMi WM TIPOXOMUJIM peabUJHUTAllMOHHOE BOC-
CTaHOBUTEJIbHOE JIeYeHHe.

Y Bcex neTed OBLIM TPOBENEHBl TUIATEJbHBIH
KJIMHHUYECKHH OCMOTP M aHTPOIIOMETPHS, a TaKxKe
BBITIOJTHEHBI PEHTTeHOTPAMMBI  Ta300eIpeHHBIX CY-
CTaBOB H, IO TIOKA3aHHSIM, TI03BOHOUHHKA.

Pe3yabTaThbl U 0OCyxXA€HME

B 1-#i rpymme OblJIM BBISBJIEHBl CJEAYIOLIHE
JUCILIaCTHYeCKHe TIpusHaku. ¥ 14 geteit (35 %)
uMeJsia MecTo spina bifida posterior MOSCHUYHO-
KPECTLIOBOTO OT/EeJIa I03BOHOYHUKA; Y 5 (12,5 %) —
JUCIITaCTHYeCKass OCaHKa: HapylleHHe OCAaHKH BO
(bpOHTANIBHOM MJIOCKOCTH, CKOJKO3 | cTemeHH, mo-
SCHUYHBIH KH(o3, Tpeiku [mopas. ¥ 12 neren
(30 %) IMArHOCTHPOBAHBI ~ CErMEHTHPOBAHHBIA
KpeCTell, THUIOTJIa3WH KPEeCTLa, OIHOCTOPOHHHE
TUIOIJIA3UK (TUIepIIasuu) MOAB3AOLIHOA KOCTH,
cakpasu3auusi, HecTabUIbHOCTh CETMEHTOB TI03BO-
HOuHHKa vertebra plana. Y 8 nauuentos (20 %)
OTMeYeHbl TEeMAHTHOMBI TMOSICHUYHO-KPECTI[0BOTO
oT[esa TO3BOHOUHHUKA, TMIIEPTPUX03 W paclivpe-
HHe TIOAKOKHBIX BeH MOACHHULEL 8 destosek (20 %)
UMeJIH eOpMalMK TITIOCHEBBIX KOCTEH, «IBY3y0-
Lbl», «TPe3yOlibl» MaJblleB CTOM U KUCTEH, MIOCKO-
BaJbryCHbIe cTombl Y 7 getet (17,5 %) Habawopa-
JIH «TOTHYECKOE HEGO»; ¥ 5 (12,5 %) — CHHXKeHHe,
TIOBBIIEHWE, ACHMMETPHIO CYXOXKUJIBHBIX pediiek-
COB HWXHHUX KoHeuHocTel; y 4 (10 %) — rumep-
TEJIOPU3M, paCUIMpeHre CMUHKH Hoca. [JTy6oKuiH
TIPUKYC, aHOMAJWX 3yOHOTO psifia, «CKPOTAJbHBIH
A3bIK» BBIABJEHB y 5 uenosek (12,5 %). Kpun-
TOPXM3M, HeOOJbIINe aHOMAaJUKU yPOreHUTAJTbHOM
3oHbl oTMedenbl y 2 getedl (5 %). [To ogHOMy de-
JIOBEKY HMEJH CJEeAYIOUMe MPU3HAKU: KOPOTKYIO
V3Ie4YKy BepXHeH TyObl; TEHAEHIMI0 K BOPOHKO-
00pasHOX AedopMaldu TPYAHOU KJETKH; Aecdop-
MalMi0 VIIHBIX DPaKOBHWH; aCHMMETDHIO Yeperia;
JVCTITa3|I0 MEWHOTO OTZEeNa TI03BOHOYHUKA. ¥ 35
nereit (87,5%) 00GHapyXKeHO COYeTaHHe He MeHee
MITH MaJbiX aHOMAJIMH Pa3BUTHSL.

Bo 2-ii rpymme y Bcex pered OBLTIO codera-
HUEe HECKOJbKAX MaJblX aHOMAJWH pa3BUTHSL
Y 7 uenosex (21,8 %) 6vina spina bifida posterior
MOSICHUYHO-KPECTLIOBOTO OT/es1a MO3BOHOYHHUKA; 13
nereit (40,6 %) umenn JUCILJIACTHYECKYI0 OCAHKY:

HapylleHne OCAaHKW BO (DPOHTATBHOHM TLJIOCKOCTH,
CKOJMHO03 | cTemeHH, MOSICHUYHBIH KH(PO3, TPBDKH
[mopnsa. ¥ 4 mereti (12,5 %) oTMeYeHBl FeMaHTHO-
MBI TTOSICHUYHO-KPECTIIOBOTO OT/IeN1a TI03BOHOYHHKA;
y 5 (15,6 %) — rumeprpuxos M pacUIMPeHHe IMO-
KOXKHBIX BeH MoscHULBL ¥ 9 (28,1 %) — medopma-
IIMM TITIOCHEBBIX KOCTEH, «IBY3YOLBI», «Tpe3yOIbl»
ajbleB CTON U KucTed; 14 uenosek (43,7 %) ume-
JIM TIOCKOBAJIBI'YCHBIE CTOIIBI; «TOTHUECKOEe HEOO»
6e10 Y 4 nmetedt (12,5 %); CHHU2KEHHe, TOBHIILIEHHE,
ACMMETPHUS TIPOTPHOLIENITHBHBIX PeIEKCOB OTMe-
ueHa y 7 ugenosex (21,8 %); y 6 mereit (18,7 %)
OBLTM THUIIEPTEJOPU3M W pACIIMPEHHe CIIHHKU
Hoca; y 7 (21,8 %) — aHomanuu 3yGHOro pszia
U TyOOKWH TIPUKYC; HeOOJBIINE AaHOMATUHM yPO-
TeHHTAJIbHOH 30HBI oTMedeHbl y 3 getedt (9,4 %);
nedopMaliiy YIIHBIX PAKOBUH ObLIH y 21 uesioBeka
(65,6 %); acummerpun yepena — y 11 (34,4 %).
21 peGeHOK (65,6 %) uMes coueTaHue He MeHee
MITH MaJIbIX aHOMaJUH Pa3BUTHS, TO €CTb TIPEBHI-
CHJT TIOPOT CTUTMATH3AIIHH.

AnHanornyHBIe MaJible aHOMAJIMK Pa3BUTHA (2 Y
TpeX pofuTesell — aHaJOTHYHbIE «OO0JBLINE» AHO-
MaJluM) OTMeYeHbl M y POAWTeNeH, CIeLHUaTbHO
IS 3TOTO 0OCTIeOBAaHHbIX.

Jst yno6cTBa CPaBHHUTEJBHOTO aHAW3a TIONY-
YeHHBblE JaHHBIE MIPE/ICTaBIEHBl B mabauye.

Y 06cJe0BaHHbBIX JIeTel HeT AOCTOBEPHBIX JaH-
HBIX 110 OWjiaTepajbHOW W TOJIOBOH aCUMMETPHUU
MaJIbIX aHOMAJIMH, XOTS M3BECTHO, YTO TaKHe 3a-
KOHOMEDPHOCTH TaKXKe UMEIOT MecTo [7].

Obpariaer Ha ceOs BHUMaHHE CTATUCTHUECKU
TOCTOBEPHOE pasJIMyMe YacTOTHI TAKWX aHOMAJHWH,
Kak spina bifida posterior, neopmalu yUIHBIX
PAaKOBMH U aCHMMETPUH depera y OOJBHBIX ITHUX
rpymm. B 3ToM, o HaleMy MHEHHIO, TTPOSIBJSETCS
(heHOTUTTMYECKOe HECXOAICTBO ABYX PA3JIHUYHBIX TI0
STHUOJIOTHH U TIaToreHe3y 3aboseBaHuH. B dacTHO-
CTH, B aTHOJOTHH Gosie3nu [lepreca Gosiblliee 3Ha-
YeHHe TIPUIAeTCS HETIOJHOLEHHOCTH BereTaTHBHON
WHHepBalMM COCYZIOB Ta300efpeHHOro CycTaBa
B pe3yJbTaTe HapylleHUs (YHKIUHA CerMeHTOB
Ty, L, CIHHHOTO MO3Ta H3-3a NWCILIa3HH CIIH-
HaJIbHBIX CTPYKTYP U KOCTHBIX KOMIIOHEHTOB IIO-
SICHUYHOTO OTZeJia TTO3BOHOUHHKA, a B STHOJIOTHH
IVCTITa3uK Ta300eIpeHHOTO CyCTaBa W BPOXKIEH-
HOTO BBIBMXA Oefpa MPEeUMYIIEeCTBEHHOE 3HAUEHHE
HUMeeT HETOJHOLEHHOCTh COeIMHUTEIbHON TKaHU.

BbiBOAbI
O,ILHI/IM M3 3BEHbEB 3IATHOJIOTMHU U IIaTOreHe3a

«KDYTIHBIX» 3a0oseBaHWU Ta300eipeHHOro Cyc-
TaBa — Oosesnu Ilepreca, OMCIIA3MH U BPOXK-
JE€HHOI'0 BbIBHXA 6ez[pa — HaM TIpeACTaBJAeTCHd,

BEPOATHO, BPOXKAEHHAd HENOJIHOLIEHHOCTL COeOou-
HUTEJbHOU TKaHH, TIPOABJIEHUAMU KOTOpOﬁ ABJISA-
I0TCd MaJible aHOMaJIMK PAa3BUTHA.
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Marnelie aHOMaIuU Pa3BUTHUS Y JeTell 06eux rpynmn

1-2 rpynna 2-5 rpynna
Manbie aHomaAumn paseutus
abc. uncro % abc. uncao %
Spina bifida posterior 14 35 7 21,8
Aucrnaactuyeckas ocaHka 5 12,5 13 40,6
[emMaHrMombl NOSICHULLbI 6 15 4 12,5
MMnepTpuxo3, pacwmpexue 9 5 5 15,6
MOAKOXHBIX BEH MOSICHULIbI
Aedpopmauinm naabLes
cTon U KUCTe 5 12,5 9 28,1
["AOCKOBaAbryCHble CTOMbI 3 7,5 14 43,7
«lfoTnueckoe» HEGO 7 17,5 4 12,5
CHMKeHMe, NnoBblleHKe,
aACUMMETPUst pepaeKcoB > 12,5 / 21,8
[Mnepreaopusm, 4 10 6 18,7
paclmpeHmne CrMHKK Hoca
AHOMaAMK 3y6HOTO psiaa 5 12,5 7 21,8
Aedpopmalinm yiHbIX pakoBHUH 1 2,5 21 65,6
AcCUMMeETpUK Yepena 1 2,5 1 34,4
HeboAblume aHomann
YPOr€HUTAALHOM 30HbI 2 > 3 94

[ToguepkuBasi, 4YTO HaJUYHE MaJbIX aHOMAaJHUH
Pa3BUTHS, WU AU33MOPHOTEHETHUYECKUX CTUTM,
He SgBJEeTCS MaTOTHOMOHWUYHBIM HHU IJI OLHOTO
3a00JieBaHUsl, MBI CUHTaeM HEOOXOMUMBIM TIPH
TIEPBUYHOM OCMOTPe 0OpaliaTh BHUMAaHUE Ha JIO-
Oble, Ka3aJ0Ch Obl, HECYIIECTBEHHBIE OTKJIOHEHHUS

B KJIMHUKO-DEHTTeHOJOTHUECKOM CTaTyce pebeH-
Ka. DTO JI0JKHO HAlleJMBATh NMPAKTUUYECKOTO Bpa-
Ya Ha BBISIBJEHHE BO3MOXKHOH OPTOIEIHUYECKOH
MAaTOJIOTHH, B YaCTHOCTH OoJie3nu [lepreca, muc-
nJasuu Ta3o0e[peHHOr0 CYCTaBa, BbIBUXA M TIO[-
BBIBMXA Oefipa.
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Small abnormalities as the phenotypic manifestations caused
be hereditary connective tissue dysplasia

Congenital deficiency of the connective tissue is part of the pathogenesis of many diseases, including Perthes (Legg—Calve-
Perthes) disease, congenital hip dislocation and dysplasia of the coxae. At the same time, such as small signs of dysplastic ab-
normalities are indicators of the same connective tissue dysplasia. The article analyzes microanomalies in 72 children with «big»
diseases of the joints and concluded that the detection of small anomalies of development will help to conduct early detection of
orthopedic pathology in children.

Key words: Perthes (Legg—Calve—Perthes) disease, congenital hip dislocation, dysplasia of connective tissue, small ab-
normalities
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