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AHHOTOUMS

Mayuerme ancnnasun coeaunutensHoin tkanm (ICT), paree Hasbisaemoit u Gonee 3BECTHOM KAK HEAUDDEPEHLMPOBAHHAS AUCTIASHS
COEMHUTENBHOM TKAHM, ABASETCS AKTYQSbHBIM HAMPOBNEHUEM B NEAATPUM M OPTOMEAMM HA MPOTIKEHWUM MOCIEAHUX JECATUNETUM B CBA3M
C YBENUUYEHWEM KOSIMIECTBA AETEN, PASBUTHE M POCT KOTOPbIX ACCOLMMPOBAHBI C AAHHOM NATONOMMEN. Ha ocHoBAHMM aHANU3a nuTEPATYPSI
6bina nposeaeHa oueHka pacnpoctpaHeHHoc ACT y aeTeit M noppocTkos v Gbinv onmcaHsl uamerenus ckeneta Tynosmia npu 1CT. Yacrora
[CT sapsmpyet ot 20 ao 70%, 3T0 CBASAHO C OTCYTCTBUEM EAMHBIX AMATHOCTUYECKMX KPUTEPUEB U YHUDULMPOBAHHBIX OLIEHOUHBIX METOAMK.
CkeneTHble UBMEHEHMS U TMMEPMOBUIBHOCTb CYCTABOB SBASIOTCA OAHUMM U3 HOMOOSEE YACTO BCTPEUAIOLLMXCS BHELLHUX GEHOTUNMUECKUX MPK-
anakos (crurm) ICT v umetoT nporpeanenTtHoe Tederme. [leT  NoBbILLEeHHOM BHELIHEH CTUTMATU3ALMEN HYXXAAIOTCS B MyNbTUAMCUMNIMHAPHOM
HOBIOAEHUM, TAK KAK MMEETCA BBICOKAS CTENEHb Koppenaumu BHewHWx npusHakos JCT ¢ BucuepansHbimm, BIOTb 0 rpyGbix NOPOKOB PA3BUTHS.

KnioueBblie cnoBa: HeaybbepeHuMpoBaHHas AUCNNasus COEAUHUTENBHOM TKAHU Y AETEN, AMCMNA3US COEAUHUTENBHOM TKAHM,
HOCNEACTBEHHBIE HOPYLIEHUA COBAUHUTENBHOM TKAHW, TMMNEPMOBUABHOCTL CYCTABOB.

Abstract

Over the past decades, frials on the connective tissue dysplasia (CTD), earlier called and better known as undifferentiated connective
tissue dysplasia, is an actual trend in pediatrics and orthopedics due to the increased number of children whose development and growth
are associated with this pathology. This review describes CTD prevalence in children and adolescents as well as changes in the skeleton
trunk in CTD. CTD incidence varies from 20 to 70%; such scatter of data is due to the lack of uniform diagnostic criteria and assessment
instruments. Skeletal changes and joint hypermobility are one of the most common CTD external phenotypic signs (stigmas) and have
progredient development. Children with increased external stigmatization need multidisciplinary supervision because there is a high
correlation of external and visceral CTD signs and malformations up to gross ones.

Key words: connective tissue dysplasia in children, hereditary disorders of connective tissue, joint hypermobility.
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HenuddepeHurupoBanHas nucruia3usi COEIMHUTETbHOM
TKaHU OTHOCHUTCS K T€TepPOreHHON TpyIne 3abojeBaHU
MOJUTE€HHO-MHOTO(MAKTOPHOI MpUpoabl (3a0oJieBaHUS
C HACJIENICTBEHHOI MpenpactooXeHHOCThIO), 00YCIOB-
JICHHBIX BOBJICUEHUEM B MATOJOTUUECKUI MPOLIeCC 00X
(bepMEHTHBIX CUCTEM U Pa3JTUYHBIX CTPYKTYPHBIX OEJIKOB
BHEKJIETOUHOTO MaTpUKca COEUHUTEIbHON TKAaHU, 00b-
€MHEHHbIX B (DEHOTUITBI HA OCHOBE OOIIHOCTH BHELIHUX
W/WJIA BUCLIEPATIbHBIX TPU3HAKOB. TepMUH «HeaudbepeH-
LIMPOBaHHAasl IUCTUIa31sl COSIMHUTEIBHOI TKAaHW» IINPOKO
W3BECTEH 1 ucnojb3oBajicd B Poccun okomo 30 yet, B mmo-
CJIeHUX poccuiickux pekomeHaauusax «HacnencrseHHbIe
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1 MHOTO(AKTOPHbIE HAPYIIEHUSI COeTMHUTEbHON TKaH!
y meteii» B 2016 I. BMECTO HETO MPEMLTOXKEHO MCITOIB30-
BaTh TEPMUH «IUCIUIa3UsI coeAMHUTENbHOI TKaHu» (L CT)
C LIeJTbIO BHEIPEHUS eIMHOM TePMUHOJIOTHY JIJTsI TAaTOJIOTUN
COEIMHUTENIbHOM TKaHMU.

CoenunurenbHas TkaHb (CT) cocrasuset 6oee 50%
Macchl TeJla U BXOIUT B COCTAaB BCEX OPTAHOB U CHUCTEM,
9TUM O00BSICHSAETCS MOJUOPTaHHOCTD nmopaxkeHuii mpu JCT.
OcHOBY (hpOpMUPOBAHUST JAHHOM MaTOJIOTUH, C OMHOM CTO-
POHBI, OTIpEIEISIeT FeHeThYeCcKast MPeIpacioioKEHHOCTD,
00YCTOBJIEHHAs! CYMMUPYIOIIUM JeiicTBUEM (HDYyHKIIMOHATb-
HBIX TOJUMOP(MHBIX ajuiesieii 00JbIIOro Yucaa FeHOB, ¢ Ipy-
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roii — MPOBOIMpPYIOLIee AeCTBUE PA3IUYHBIX BHEITHUX
(axropos. OcoderHocThio ICT siBiIsIeTCSI TPOTPEAUSHTHOE
teyeHue. CTpYKTYpHO-(PYHKIIMOHAIbHbBIE HAPYLIEHUS CO
CTOPOHBI OPTAHOB U CUCTEM, Pa3BUBAIOIIIMECS BCJIEACTBUE
JCT, He TOJbKO MOTYT MPUBOAUTH K CHUXXEHUIO a/anTa-
LIMOHHBIX PE3ePBOB M Ka4eCTBa KU3HU, HO U CITIOCOOCTBY -
10T Pa3BUTHIO COMAaTUYECKOI MaToJI0TUu, B AajbHeIeM
yeyry0sst ee TeueHue. M3-3a mporpeameHTHOTro XapakTepa
teueHus qucrutactnaeckux uameHenuii CT ICT asnsercs
(hakTOpOM prIcKa BOSHUKHOBEHUSI TSIKEJIOM OpraHHOM ma-
TOJIOTUU, B CBSI3U C YeM HEOOXOAMMBbI PAHHSISI TUarHOCTUKA
n neyenue JCT [1-6].

B oTiiMume OT Hac/leACTBEHHbBIX HAPYILLIEHU COeUHM -
tenbHOM TKanu (HHCT) [1], paHee 4acTo Ha3bIBaeMBbIX
nudodepenunpoBanabiMu JJCT, KoTOpbIe XapaKTepU3yOTCs
YETKO OUEPUEHHOM KJIIMHUYECKOUN KapTUHOM, YCTAaHOBJICH-
HbIM TUIIOM HacJleIoBaHUS (MOHOTeHHbIE 3a00JieBaHMs), a B
HEKOTOPbIX CiIyyasix — BepUDUIIMPOBAHHBIM MOJIEKYJISPHO-
reHeTnyeckuM nuarHo3om, JICT xapakTepusyercs MHOTO-
00pa3ueM KIIMHUYECKUX MPOSIBJICHUI U TUarHOCTUPYETCS,
ecIu Habop (peHOTUTTMYECKMX ITPHU3HAKOB HE COOTBETCTBYET
Hu onHomy HHCT. JlanHast maTo10rust MOXeT OBbITh OTHE-
cena K XI1I kimaccy (6071€3HM KOCTHO-MBIIIIEYHOM CHUCTEMBI
u CT) MKB-10 [2].

C y4eToM poJii HACJIeICTBEHHOCTH B FeHE3e HapyIeHU I
CT Bce Goublliee 3HaYEHUE ITPUOOPETAET reHeTHYecKast A1~
arHOCTHKa, HO pa3HOO0Opa3ue MyTalluil 1 TOJIMMOPGhU3M UX
(beHOTUNMYECKUX TTPOSIBIICHUI 3aTPYAHSIIOT AUATHOCTUKY
Jaxe B ciIydae MpOoCThIX MOHOTeHHBIX 3a0osieBanuii. JCT,
B otimune oT HHCT, reneTuyecku rereporeHHa, 00ycioB-
JIeHa U3MEHEHUSIMU B TEeHOME BCJIEACTBUE MYJIbTUDAK-
TOPHBIX BO3JEWCTBUI Ha MJIOJ, TO €CTh BHYTPUYTPOOHBIX
M3MEHEeHU, Ha3bIBAaEMbIX paHEe CTUTMaMU JAU33MOPUO-
reHesa. B momasisitonieM OOTbIIMHCTBE CIy4aeB FeHHBII
nedekT octaercs HeycTaHOoBIeHHBIM |3, 4]. [Ipu ACT
BBISIBJIEHME F€HOB-KaHIUAATOB TaHHOW reTeporeHHOM
MaTOJIOTUHU SIBJISIETCSI 00J1aCThI0 HAYYHBIX UCCIIETOBAHU I
[1,7—9], moaTomy nepBOCTENEHHOE 3HAYEHUE OTBOIUTCS
KJIMHUKO-UHCTPYMEHTaIbHOU fuarHoctuke. B nuteparype
MMeEIOTCsl 00001IeHHbIE TaHHbIE O KIMHUYECKUX TPU3HAKaX
U KPUTEPUSIX Y B3POCIIbIX, Y AeTel KIMHUYECKas KapTUHa
JCT maio ocsemaeres [3].

CreyeT yY9uThIBaTh MPOTPEAUCHTHBIN XapakTep TeUeHUsI
JACT: y neteit npu3Haky IUCIUIA3MH C1a00 BhIpaKeHBI TPU
POXIEHUU U MOSIBJISIIOTCS MTOCTENEHHO, MHOTUE MTPU3HAKU
JCT nposiBasitoTCs B IEPUOJ MHTEHCHBHOTO POCTa — B MO/~
poctkoBoM Bo3pacte. CyliecTBeHHbIN BKJIaA B (hOpMUPOBa-
Hue [1CT BHOCUT BO31elicTBIe BHEITHNX (PAaKTOPOB (KO-
JIOTUS1, MUTaHUE, YaCTble MHTEPKYPPEHTHBIE 3a00J1eBaHUs,
CTpecc U JIp.), KOJUYECTBO U CTEeNeHb (DEHOTUITMIECKUX
npusHakoB JICT nporpeaueHTHO HapacTatoT.

JCT — kpaiiHe pacripocTpaHeHHas TATOJOTUSI, IO IaH -
HBIM pa3HbIX aBTOPOB, 35—50% HaceneHus1 3eMJIM UMEIOT
HeoxuHouHble posgsieHus JCT [6]. JanHble 0 pacrpocTpa-
HeHHocTu JJCT pasHOPEUMBBI, UTO CBSI3AHO C OTCYTCTBUEM
eIVHBIX KJIacCU(DUKAMOHHBIX U JUATHOCTUYECKUX KPU-
tepueB. [lonynsmunonnasa gactora JJCT B Poccnu y mereit
u moapoctkoB coctanisier 20—70%. EcTb naHHbBIE O pacpo-
crpaHeHHOCTH ICT B OTIENbHBIX palioHaX: B UCCIEI0BAaHUN
I}1O. KamaeBoii u coaBt. (2018) B KpyITHOM HaceJIeHHOM IIeH-
tpe 3anagHoi Cubupu oHa cocraBuia 61.9%, B Ilepmu, o
naHHbIM H.W. ABepbsiHoBOI 1 coaBr. (2020), 50.3% [1, 6, 11].
ITo pesynbratam uccnenoBanust M.A. llesuuna (2019), ACT

y IeTeil, MPOXMBAIOIINX B CEBEPHOM PETMOHE, BCTPEUaeTCsI
ropasio yaile, YeM y MpOoXMBAIOLIMX B YMEPEHHBIX IIIMPOTAX
[12]. OmHako HesICHO, UTO BAMSIET Ha OBICTPOE pa3BUTHE
WM TIpeobiagaHre KaKoro-im0o mpru3Haka, Kakue (pakTo-

Dbl CIIOCOOCTBYIOT Pa3BUTHIO MATOJIOTUYECKOTO TMpoliecca.

006 3TOM roBopuTCs B (hyHAAMEHTAIHLHOM UCCIIENOBAHUN

0.A. Tenosoii (2011), 1o JaHHBIM KOTOPOIO PaCIpOCTPaHEeH-

HocTb narosioruu B [Ipuamypne nocturaet 63%. C yuetom

0COOEHHOCTEH KIIMHUYECKOI KapTUHBI, a TAKXKE XapaKTepa

teueHus JJCT y moppocTKOB KpyIMTHOTO HaceJIEHHOT O paiioHa

Y B pa3IMYHbBIX SHAEMUYECKUX IPYITIaX, aBTOP JENaeT BbIBOIL

0 HEOOXOIMMOCTU U3YyUEHUsI TPOBOLMPYIOILETOo AeHCTBUS

pa3IMYHBIX BHEIITHUX, CPEIOBBIX (haKTOpoB [§].

Hannbix o pactipoctpaneHHocty JICT B ipyrux ctpaHax
He HaiineHo. Poccuiickue nccienoBaTeu SIBISIIOTCS JINIE-
paMu B 00J1aCTU TMAarHOCTUKM, (hyHIAMEHTaIbHbBIX MOJIE-
KyJsapHbIX uccaenoBanuii u tepanuu JICT. B 3apy6exxHoit
JIMTEpaType TepMUH «HenuddepeHImpoBaHHOE 3a00IeBa-
HUE COEAMHUTEILHON TKaHW» OOBIYHO MCTIOJIb3YETCS ST
OTMCaHUS KIIMHUYECKUX COCTOSTHU I, XapaKTepU3YIOIINXCS
KJIMHUYECKUMU U CEPOTOTUYECKUMU MPOSIBICHUSIMU CHUC-
TEMHBIX ayTOMMMYHHbIX 3200JIeBaHU 1, HO HE OTBEYAIOIINX
KPUTEPUSIM OTpeieIeHHbIX 3a00JIeBaHNI COETUHUTETbHON
TkaHu. OHU paclEeHUBAIOTCS KaK ophaHHbIE PEBMATOJIO-
rudeckue 3a00JeBaHusl, BCTpevalouecs: B KIMHUYECKOH
npaktuke [10].

JCT npencraBieHa pa3HOOOpa3HBIMU BHEIITHUMM (Ha-
PYXHBIMU) U BHYTPEHHUMH (BUCLIEPATIBHBIMU ) TUCTLIACTH -
YeCKUMMU MpOosiBIeHUSIMU. OJTHU HE UMEIOT KJITMHUYECKOTO
3HAYeHUs, TaK KaK MPOSBISIOTCS TOJIbKO KOCMETUYECKUMHU
nedeKkTaMu, ApPYrue MOTYT BbI3bIBaTh (DYHKIIMOHAIbHbBIE Ha-
pylIeHus, Beayliue K XpOHUYeCKOii MaToJ0Tun, U TpeOyioT
paHHErO BhIsIBIEHUS [6].

Bayrpennue (Bucuepanbhbie) mpu3Haku JJCT o0ycioB-
JIEHBI MaTOJIOTUEN BUCLEPATbHBIX OPTAaHOB U CUCTEM: Cep-
NIEYHO-COCYIMCTOM (Mayiasi aHeBpU3Ma MeXIpeaCcepaHON
Meperopojikv, OTKPHITOE OBaJTbHOE OKHO, B Bo3pacte 4—5
JIET HAYMHAIOT POPMUPOBATHCS MPOJIATICHI KJIATIAHOB CEP/IIIA;
B MOJPOCTKOBOM — CTPYKTYPHO-(YHKIIMOHAJIbHbIE U3ME-
HEHUS COCY/IOB: paclllUpeHue KOPHS a0pThl, paclliupeHne
CTBOJIA JIETOYHOI apTeprM, BapuKO3Has 00Je3Hb BEH), OpOH-
XOJIETOYHOM, HEPBHOM, YPOT€HUTAJIbHOM, KPOBETBOPHOM,
3peHUsl, UIIEeBAPUTEIbHON U JIp.

OcHoBHBIe BHelTHUe nuciiactudeckue npusHaku JICT:
« KOCTHO-CKeJIeTHbIE (aedopMaliys TpyaIHON KJIeTKH, 10-

JIMXOCTEHOMEJUSI, CKOJINO3, KU(hO03, apaXHOAAKTUINS,

apKOBUIHOE HE0O, HeMPaBUJIbHBIN MPUKYC, AeopMariust

yeperna, BaJibrycHasi iehopMaliusi mepBoro majablia CTOIbI);

» CyCTaBHbIE (TMIIEPMOOMIBHOCTD, IUCILIA3Ms Ta300eApeH-
HBIX CYCTaBOB, BBIBUXU/TOJBBIBUXH, apTPAJITUU U aPTPU -
ThI, Pa3pPbIBbI CYXOXWJINI, TITIOCKOCTOIHE);

« KOXHBbIE (TTOBBIILIEHHAS PACTSKMMOCTb KOXU, aTpoduie-
ckue pyOlLbl, TOHKAasi paHUMasl KOXa, IPbIXU B AETCTBE,
MbIILIEYHAasi TUTIOTOHMUS, TOCAe0TNePAllMOHHbIE TPBIXNU);

« MaJible aHOMaJINU pa3BUTHU (OOJIbIIME TOpYAIIME YIIIH,
MpUpOoCIIasi MOYKa yXa, «MsITbIe» YIIIH, CKYJ0Basl TUIIO-
IUIa3usl, SHOPTAIBMO3).

[TosryueHsl TaHHbBIE O BBICOKOUW KOPPEASIIUU BHELTHUX
MNPOSIBJIEHUM C BUCLIEPAJIbHOMN IMCIIACTUUECKOM MaTOJIO-
rueii u rpyobIMU BPOXIEHHBIMU MTOpoKaMu pa3Butus. [1o
MHEHMUIO psifia aBTOPOB, 11€J1eCO00pa3HO TOMUMO OCHOBHOTO
Y COIYTCTBYIOIIETO TMArHO30B pe0eHKa YKa3blBaTh KOHCTH-
TYLHOHaJbHbIe 0coOeHHOCTH, B ToM uncie JACT [6, 11—14].
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Juarnoctuka [ CT sBisieTcsT OMHOI M3 CIOXHEIX IIPO-
OJieM neMaTpuiu, B EPBYI0 0Yepeib BCIICTBUE OTCYTCTBUS
€MHON TEPMUHOJIOTUU U, TJIaBHOE, YHU(ULIUPOBAHHBIX
JIMarHOCTUYECKUX KpUTEepUeB 1 aaroputmos [10].

Hamune u crenens BeipaxxenHoctu ICT puarnoctupy-
I0TCSI C UCTIOJIb30BAHUEM PA3IMYHBIX AaBTOPCKUX METOUK
U IMAarHOCTUYECKUX TaOJIUIL, OLIEHUBAIOIINX KOJTUYECTBO
U CTEIeHb (TSIKeCTh) BHIPAXXEHHOCTU (DEHOTUITUUECKUX
npu3HakoB JICT. CiaenyeT oTMETUTh, YTO YYBCTBUTEb-
HOCTb U CNIELIU(PUUHOCTD OTJAETbHBIX PU3HAKOB B BBISIB-
nenun JICT pazaudHbl, TO3TOMY B UCCIETOBAHUSIX OOBIYHO
MPUMEHSIOT HE TOJIbKO KOJIMYECTBEHHYI0, HO U OaJNTbHYIO
OLIEHKY, OTPaXalolllyl0 CTeNeHb BbIPAXKEHHOCTU KaX0TrO
MpU3HaKa, HO B Psijie UCCIIEA0OBAHUI UCTTOIB3YIOT TOJIHKO
KOJIMUEeCTBEHHBIN rToaxon [6, 15, 16]. Kpome Toro0, KOMN-
YyecTBeHHast BbIOOpKa (heHOTUTTMYECKUX TPU3HAKOB B UC-
clieoBaHUsIX pa3HUTCs. B nutepaType onmcaHo 0KoJio
300 mpu3HakoB (CTUTM) Iu33MOpuoreHesa. B pasHbix uccie-
JOBaHMSIX OLleHUBAIK OT 16 10 37 cTUrM. JInarHocTHIeCKU i
nopor, HeooxonumMblit 1J1st BoisiBaeHus JJCT, Takke pa3HbIit:
oT 2 1o 6—8, BO MHOTMX MCCJIeOBAHUSX HE YIUTHIBAIU
YYBCTBUTEJIbHOCTb U crieMPUUHOCT TpU3HakoB. [1oaTomy
MOJIlyYeHHbIE TAaHHBIE MHOTUX MCCJIeIOBAaHU I HECOTOCTa-
BUMBI. [IpuMep runepanarHocTukKu — Hajiuuue 2—3 pac-
MPOCTPAHEHHBIX U HU3KOCTEIIM(PUIHBIX CTUTM, HATIPUMED
CKOJIN03a, MJIocKocTonus U muonuu. [Tpu Takom noaxone
I'U. Heuaesa (2006) onpenennia pacripocTpaHEHHOCTh
HCT cpenu mpakTUYECKHU 310POBOTO MOJIOAOTO HACEICHUSI
Kak 85.4% [17].

Y GonbIIMHCTBA JTUI MOJIONOTO Bo3pacTa (96%) npucyT-
CTBYIOT enuHuYHble BHemrHue pusHaku JCT. B uccne-
noBaHusx, rae ACT nuarHoctupoBaay mo mectu u 0ojee
BHEILIHUM TMTPU3HAKAM, 4YaCTOTa 3a00JIeBaHUsI CHUXKAIACh 110
20—25%, ipu 3TOM KITMHUYECKast 3HAYMMOCTD BBISIBJIEHHBIX
CTUTM Bo3pacTaina [18].

B uccnenoBanun H.A. ABepbsiHOBOIi 1 COaBT. IPUBEIEHBI
NaHHbIE, CBUAETEbCTBYIOIINE O BHICOKOI CTUTMATU3ALIUN
COBPEMEHHBIX IIKOJbHUKOB, 6onee 60% 13 HUX UMeTU
4 11 Goyiee BHEIITHKME CTUTMBI. BhIcOKast cTerneHb CTurMaTu3a-
uuu — 7 u 6osiee — Obl1a fMarHocTupoBaHay 13.7% neteit,
JIOCTOBEPHBIX PA3JIMUUIA IO TMOJY MOJYy4YeHO He OblJI0, HO
JIOCTOBEPHO Yallle 3To ObUIU AeTU HU3KOTro pocTa. [To MHe-
HUIO psiia aBTOPOB, BHICOKU I M HU3KUI POCT TAKKE MOXHO
OTHECTU K BHELIHUM (DEHOTUITMUYECKUM MpU3HaKaM [6].

Takum o6paszom, nuarnoctuka JJCT B o0CHOBHOM HOCUT
CyOBEKTUBHBIN XapakTep, a MmojydyeHHas nHgpopmaius He
MOXET ObITh MCITOJIb30BaHA JIJISI CTATUCTUYECKU JIOCTO-
BEPHOTO CKPUHUHTOBOTO MCCIEA0BAHMS TTOMYJISIIIUOHHOM
pacmpocTpaHeHHOCTU AaHHOM maToygoruu [11, 15, 19, 20].

B nociienHue aBa necsTuieTrs BO3poc MHTEPEC Uccieno-
Baresieil K aHaJIM3y YacTOThI U pa3HOOOpa3uio (hopM maTo-
soruu CT y gereii, B TOM 4uCie U K IPEUMYIIECTBEHHOMY
nopaxenuio ckenera (57—94% Bcex ACT nuarHocTUPYIOT MO
narosnoruu ckenaera). JICT sBasercs MophoaoTuIecKoii oc-
HOBO 17151 OPMUPOBAHUSI MHOKECTBEHHBIX aHOMAJTUI pa3-
BUTUSI KOCTHO-CYCTaBHOI CUCTEMBI Y IETEil U TOJPOCTKOB.

BrrsgiBaeHMe Hanmums KOCTHO-cKelaeTHBIX ¢dopm JCT
y neTei KpaiiHe BaXKHO BCJICACTBUE MX COUYETAHUS C BUC-
nepanbHbIiMU nposiBieHUusIMU JCT, uTo ¢ OoblI0i BEpo-
SITHOCTBIO TIO3BOJISIET CTPATU(DUIIMPOBATh PUCK PAa3BUTUS
TaKUX OCJIOKHEHU I, KaK 3HAYMMbI€ HApYILIEHUsI CEPACUHOTO
pUTMa, BbIpaXX€HHas BeretaTuBHas QUCGhYHKIMS, paciiu-
peHwue aoptsl [17].

CxeJsieTHbIe HapyIIeHUS SIBJISTIOTCST BAXKHBIMU BHEIIIHU -
mu npusHakamu JICT 1 00be IMHSAIOT HECKOJIBKO CUHAPO-
MoB. Hanbosee 3Ha4MMbIM C KITMHUYECKOW TOUKY 3pEHU S
SBJISIETCH TOPAKAAbHbIA CUHAPOM, XapaKTEePU3YIOIIUNACS
acTeHUYecKoi popMoii TpyIHOM KIeTKu, Aedopmanueit
MO3BOHOYHUKA, Aedopmaliveil ocaHku. B uccienosa-
Huu U.A. llleBHuna (2019) maTtonoruyeckue TUTIbI Ha-
pYUIEHUS] OCAHKU («KpYyTiasi», «IJOCKasi» U «CyTyjasi»
CMMHA) TMarHOCTUPOBAHbBI B BO3pACTHOMH rpyrme 8—14 jet
y 32% manbuukoB Uy 58% neBodek, cpeau MOAPOCTKOB
HapylieHus1 OCaHKU uMmenu 54% manbuukoB u 36% ne-
BOYEK, OTMEYAJIUCh MEXITOJIOBbIE PAa3IUUMs: Y MaJIbUM-
KOB HapylIeHUs OCAaHKM yallle BCTPeYaauch B MOJIPOCT-
KOBOM BO3pacTe, Y AeBOYEK — B CPEJHEM IIKOJIbHOM
Bo3pacrte [12].

N HTEHCUBHOCTD pa3BUTUSI HAPYIIEHUSI OCAHKU BO (PPOH-
tanbHO# TiockocTH nipu JACT oTrmeuaeTcss Bo BpeMsi ObI-
CTPOTo JIMHEHOro pocTa ckejieta pebeHKa, B 9TO BpeMsi
MIMATHOCTUPYETCS C1a00CTh MBIIIIEYHO-CBSI30YHOTO arra-
para, yBeJIMuMBaeTcs TpyaHasi KpUBU3HA MO3BOHOYHMKA,
YTO HE TOJIbKO SIBJISETCS 9CTETUYECKUM Je(deKToM, HO
B aJIbHEHIIIEM MOXET OCJIOXHSAThCS PAHHUM IOBEHUJIb-
HBIM OCTEOXOHIPO30M [24].

Jledopmanuus TpyaHOI KJIeTKU HauboJiee 4acTo Mpej-
CTaBJIeHa ABYMsI BApUAHTAMU — BOPOHKOOOPA3HOM 1 KuJie-
BUIHOI. BopoHKoOOpa3Has nedopmalus rpyIHON KIeTKU
BcTpevaeTcs y 70% nerteit u XxapakTepusyeTcst BU3yaJbHbIM
yriy0JIeHreM pa3IM4yHoil cTereHu (OT 2 10 4 ¢M) B HMX-
Hell yactu rpyauHbl. KuneBuaHast (MaHYyOpHOKOCTAbHBIN,
KOPIOPOKOCTAIbHbI, KOCTAJIbHBI TUIIbI) TMATHOCTUPY-
eTCs MO PE3KOMY BBICTYMAHUIO IPYAUHBI BIEPE 3a CUET
YBEJUYCHUS TlepeIHe-3aHEro oTaesa rpyaHOM KIeTKH,
o nanHeiM B.H. /laBeimoBa u coaBt. (2020), BeISIBIsIETCS
y 75% neteit B Bo3pacte 12—16 et ¢ JICT [25].

Hedopmaniys rpynHOI KIETKI MOXKET ObITh AMarHOCTUPO-
BaHa cpasy nocie poxaeHus. [1o mepe pocta, Kk 3—5 romgam,
CTaHOBUTCSI GUKCUPOBAHHOM. BbipaxkeHHOCTH nedopmariu
B 3HAYUTEJIbHOI CTeNeHU accolMrpoBaHa ¢ Tskectbio JJCT
[14, 26].

BopoHnkoobpa3Has rpynHas KjieTkKa 10CTOBEPHO valile
BcTpevaeTcs y aereit (3—16 ner) ¢ npusHakamu JICT, yem
Y MX 300POBBIX POBECHUKOB [27].

B uccrnenoBaHuu neteit ot 1 10 6 JIeT ycTaHOBIEHO, YTO
4yacToTa BCTpeyaeMOoCTH AeopMalluy rpyIHOI KIeTKU UMEEeT
BbICOKYIO KOPPEJISIITUOHHYIO CBSI3b C [TPOJIANCOM MUTPAJIbHO-
ro KJIanaHa v TMc(hyHKIMe YaleqyHo-JI0XaHOYHON CUCTEMBbI
[14], Takke y TALIMEHTOB ¢ AeopMalreil TPYIHOM KIIeTKI
yale BbISIBJIICTCS pPaCIIMPeHUE KOPHST a0PThI.

[TaTonorus mozBonounuka y aereit ¢ JICT nposiBasercsa
TaKMMU BHEIITHUMU U3MEHEHUSIMU, KaK CKOJMO03, KUdOo3
IPYJHOTO OT/eJa, JIOPJ03 MOSICHUYHOTO OT/iesia T03BO-
HOYHUKa, spina bifida. JCT oClOXHSIET CKOTUOTUYECKYIO
nedopMalnio TO3BOHOYHOIO CTO10a, BOBJIeKasl B aTOJIO-
ruyeckuit mpouecc Bce ero yactu. HavanbHble Mpu3HaKu
CKOJIN032 BBISIBJISIIOTCS IOCTaTOYHO paHo — K 9—11 romam.
Mo 10—12-neTHero Bo3pacTa gehopMaliy IO3BOHOYHUKA
MOJ1at0TCs MACCUBHOM KOppeKLnu. B nanpHeiiem Koiu-
YECTBO KOCTHO-MbILIEYHBIX MPU3HAKOB YBEJIUUYUBAECTCS,
u neopmalms CTaHOBUTCS (PUKcUpoBaHHOM. CTarnue-
CKMIT CKOJIMO3, Pa3BUBIINICS B TOAPOCTKOBOM BO3pacTe,
B CpeJHEM U TMOXWJIOM BO3pacTe NMPUBOJUT K JiereHepa-
TUBHBIM U3MEHEHHUSIM B CyCTaBaX MO3BOHKOB C Pa3BUTHEM
KOPEILIKOBOTO cuHapomMa |2, 28].
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YacToTa BBISIBIICHUSI CKOJIMO3a Y ETeil U TTOAPOCTKOB
¢ JICT 3aBUCHUT OT BO3paCTHOI'O COCTaBa 00C/IEeIOBAHHBIX,
npuMeHsieMbIx KputepreB auarHoctuku I CT u npyrux yc-
noBuit. Tak, o naHHbIM A. KanmbikoBoit u coasT. (2016),
B rpyme aeteii 3—16 get u3 61 ceMbU CKOJIMO3 MO3BOHOYHOTO
cToJi6a BBISIBIIEH TOILKO B 11.7% ciyuaes [27].

Hanpotus, B uccienosanuu H.A. Mo1eHKO U COaBT.
(2021) cpenmn 308 obGcnemoBaHHBIX YacTOTa CKOJIMO3a
B Bo3pacte 7—11 net coctaBuia 38.5%, B IOAPOCTKOBOM
Bo3pacte (12—17 net) — 40%, a cpeau roHomei (16—21
ron) — 68.3% [29].

TTo nanusiM ILHO. Kanaesoit u coasr. (2016), mpu nuHa-
MudeckoM ucciaenoBanuu 100 nereii B Bospacte 10—14 net
¢ nuarHoctupoBaHHoM JJCT ckoi03 MO3BOHOYHMKA UMET
MecTo B 77.8 % ciydaeB, a yepe3 TpU roia OH pa3BUIICS
y 81.5% [30].

Yactorta BcTpeuaemoctu ckonrosa umeet rpu JICT BbI-
COKYIO KOPPEJISILIMOHHYIO CBSI3b C AUC(YHKIIMEH yallieqyHo-
JIOXaHOYHO# CUCTeMEBI oueK [14].

K penkum mposiBIeHUSIM MATOJIOTUU TO3BOHOYHUKA
y neteii ¢ ACT oTHOCATCS U BHYTpeHHUE (BUCLIEpaTbHBIE)
¢deHoTUNMYECKUe Mpu3HaKu: KoHKpecieHus C2—C3
(cpaiuuBaHMe TeJl COCEAHUX TTO3BOHKOB), 00OBI3BECTBICHUE
MeMOpaHbl 3aJHel ayru atiaaHTta (aHoMmanust Kummep-
JIn), celyIoBUaHAs Aeopmanivs O0KOBBIX MaccC aTjiaHTa,
TUIATUCTIOHAMIUS (PABHOMEPHOE CHUXEHUE BBICOTHI 110~
3BOHKOB — CILIIOIIMBaHNE), KIMHOBUIHAS AeopMaIimns
test Th6—Th9, cyxkeHue MeKITO3BOHKOBBIX TTPOMEXYTKOB,
CcyOXOHIpaJbHOE CKJIEPO3MPOBAHNE U CKOJIMO3UPOBa-
Hue. B nossicHuunom otnene y 10—15% nereit Haxoadt
He3apalleHue 3agHux nyr L5—S1, anoManuu Tpomnusma
(BapyaHT pa3BUTUS CYCTaBHBIX OTPOCTKOB, KOT/1a OAWUH
MEXITO3BOHOUYHBII CyCcTaB pacroJiaraercsi BO GOpoHTab-
HOI, a APYTOif — B CaTUTTAJIbHO IJIOCKOCTHU), TUIIEPIKC-
TeH3MI0 Kpectua [31].

B netckom u oHomeckom Bo3pacte nipu JACT unorna
BBISIBJISIIOT OCTEOXOHAPONATHIO TO3BOHOYHMKA, pa3BUBa-
IOIIYIOCS B pe3yJIbTaTe acenTUUYeCcKOro HeKpo3a arnohu3on
TeJ TO3BOHKOB. OCTEOXOHAPOTIAaTUsI 0OBIYHO COYETAETCS
¢ KM(POCKOIMO30M 1 CONTPOBOXKAAECTCS CTONKUMU KIMHU-
YEeCKMMU NpU3HaKaMM, COXpaHeHUeM aedopMaliuu Tei
MO3BOHOYHMKA, TTOXKM3HEHHBIM HapylIeHUEM OCaHKH,
a TaKXXe pa3BUTUEM OCTEOXOHIPO3a B MOJIOIOM BO3pa-
cre. YcraHoBieHo, uto y nereit ¢ JACT B 5—7 pa3 gaie
BCTPEYaIOTCS MOPaXeHUs MO3BOHOYHUKA, a IOBEHWJIbHbI
OCTEOXOH[IPO3 SIBJISIETCS OMHUM U3 €€ MposiBJIeHu [24,
32-34].

Ckenernble HapymeHus npu JCT BkioualoT B cebst
U CYCTABHOU CUHAPOM, HauboJjiee 3HAYMMbIM MapKepoM
KOTOPOTO SIBISIETCS TunepMoOmiIbHOCTh cycTaBoB (ITMC),
KOTOpasl oleHuBaeTcs no 9-6annpHol 1mKane beiitona
(1 6anym o3HavaeT matojoruyeckoe nepepasrudaHue
B OTHOM CyCTaBe Ha oHOI cTopoHe). OmHaKO Mpu MpHu-
MEHEHUU TaHHOW Oa/NIbHOUW OLIEHKU HYXXHO YUYUTHIBATh
BO3PACTHYIO AMHAMUKY CYCTaBHOW MoaBUXHOCTH. [1o
MHEHUIO HEKOTOPBIX aBTOPOB, IJIsl JTUII MOJioxke 16 et
9TOT KPUTEPUH He OOJIKEH MpuMeHIThes [13], y mereit
K KkputepusMm beiliToHa peKOMeHAYIOT 1O0AaBISITH ellle
YyeTbIpe TMarHOCTUYECKUX TECTa, M0 OJHOMY 0aslTy Kax-
NIBIIA: TUTIEPJIOPA03 TTOSICHUYHOTO OT/Ie/1a TTO3BOHOUHUKA;
n30bITOYHASI MOOMJIBHOCTD LIEHHOTO OT/e/1a MO3BOHOY-
HUKa; MaCCUBHOE Mepepas3rudoaHue mirocHedaaaHTOBbIX
CyCTaBOB; KacaHMe CTOIMOU Hapy>KHOI MOBEPXHOCTHU Oenpa

MpU CTU0AHUYM KOJIEHHOTO cycTaBa. MUHUMAaJbHAsI CyMMa
st ycraHoBiaeHust TMC y neTeil nmpu UCMOIb30BaHUU
JOTIOJTHUTETbHBIX KPUTEPUEB — 6 0AJJIOB, MPU HATTUIUUT
7—9 6annoB nMarHOCTUPYeTCs BhIpaxkeHHas, a 10 u 6osee
6ayutoB — pe3ko BeipaxkeHHass [MC [2]. TMC — gocro-
BepHEI1 pakTop M Mopdomornyeckuit mpuszHak JCT.
Ho 87% neteit umeror 'MC Kak eTUHUYHOE MPOSIBJIE-
Hue ICT [14]. IIpu apyrux nposiBiaeHusix natoaorun CT
I'MC Berpeuaercsa y 10—15% nereit. Cunnpom I'MC yarie
NIUAaTHOCTUPYETCSI B paHHEM JIETCKOM BO3pacTe ¢ MaK-
CUMaJIbHBIMHU TIposBieHussMu B 13—14 ner [33—36]. I1o
naHHbIM uccnenoBanus F. Tune (2019), nposeneHHoro
Cc MpUMEHeHueM KputepreB beliToHa, B rpyrine CTyIeHTOB
BbIsIBIeHO 77.3% 006caenyeMbIX ¢ MpU3HAKAMU TUITEP-
MOOWMJIBHOCTH CYCTaBOB, a 25.9% o06caeayeMbIX UMeTU
reHepanu3oBaHHyio popmy. TMC y nereit mpu JICT yacto
COoYeTaeTCcsl C MaToJ0TUeH KeayT10YHO-KMIIEYHOTO TPaKTa
M YalleuHO-JTOXaHOYHOM cCUCTeMBbI TToYeK [14].

Ha ¢pone 'MC y nereit u mogpoctkoB ¢ JICT B cBsI31
C HETIOJTHOIIEHHOCTHIO CBSI30UHOTO armapara MoBbIIIaeTcst
HECTAOMIBbHOCTb CYCTaBOB MMO3BOHOUYHUKA — CUHAPOM
«IIATAIOLIECs CITUHBI», YTO 03HAYAET MOTEPIO0 CITOCOOHO-
CTU TTO3BOHOYHO-/IBUTATEJIbHOTO CErMEHTa (CETMEHTOB)
COXpaHSATh CPeIHE(DU3NOIOTUYECKOE MOJOXEHUE TTO3BOH -
KOB OTHOCHUTEJILHO JIPYT Apyra B MOKOE U TIPU IBUKEHUU.
YnomuHaHKe 0 TUNIEPMOOUIBHOCTH TTOSIBUIIOCH B IV Beke
IO H. 9., Koraa [unmokpart onucain ckugoB KaK «<HACTOJIbKO
paciiaTaHHbIX, YTO OHU HE MOTJIM HATSIHYTh TETUBY UJIU
METHYTb KoItbe» [37, 38]. [MmepMoOMIBHOCTD B IIIETHOM
oT/ieJie TO3BOHOUYHMKA UMeeT HauboJiblliee KIMHUYeCcKoe
3HaueHue. [1o nanupim C.M. lllapkoBa u E.D Ta6e (2020),
okouio 70% nereit u3 318 obcieq0BaHHBIX B CBSI3U € 60-
JISIMM, 1IEJTYKAMU U XPYCTOM B 11I€€, TOJIOBHBIMU OOJISIMU,
rOJIOBOKPYXKEHUEM, UMeJTN (DEHOTUTTMYECKUE TPU3HAKHU
JCT, nx cpennuit Bo3pact coctasuia 10+ 3 ymert, mato-
JIOTUs 1IEHOTO OTeJa MTO3BOHOYHMKA Oblla BbIsIBIeHA
B 73% cnydaeB. Y JeTeil yalile BCero rurmepMoOIbHOCTh
HabmogaeTcs Ha ypoBHe C2—C3 U MOXET MPOSIBIISITLCS
CUHIPOMOM OCTPOM, HEPEAKO PELUMANBUPYIOLIEH KPUBO-
meu. BoisiBaeHHas Koppensiius Mexay cuctemHoit TMC
U MOBTOPSIOLIMMUCS MOJABbIBUXaMU B LIEMHOM OTAes e
MO3BOHOYHMKA Y IETE MOXKET CIYXUTh OObSICHEHUEM
TOTOBHOCTHM CKeJieTa K ITOBTOPHBIM BeiBUXaM [39, 40].

[To manusim E.M. CriuBak u coaBrt. (2020), y 6onblieit
4acTu moapocTKoB (11—16 jieT) ¢ 0OBEHUJIbHBIM ILIEHi-
HBEIM octeoxoHApo3oM (LLIOX) onpenensin mpu3Haku
JOCT ¢ TMC (82.9%), HecTaOUIBHOCTb MTO3BOHOYHMKA
BhIsiBJieHa B 59.8% cnyuyaeB. B npyroii ee pa6ote (2010)
yctaHoByieHo, uTo TMC B 60% ciydaeB COTPOBOXIAETCS
CHUXXEHUEM MUHEPAIBHOW IMJIOTHOCTU KOCTHOM TKaHW,
YTO TakKXe MOXET BJIUSTh Ha pa3dBUTHUE AUCTpoduUe-
CKOTO TIpoliecca B Mo3BoHOYHUKe. Accoumnanuu 'MC,
HecTabuabHOCTDh To3BoHOUHUKA U IIIOX monrBepxkaa-
1oTca B ucciaenoBanuu .M. Kybanosoii u JI.B. Tumode-
eBoii (2021): HecTaOMIILHOCTh TO3BOHOYHUKA BBISIBIICHA
B 64.2% cnydaeB y aeteit (6—15 net) ¢ TMC, y 56.9%
obu1 quarHoctupoBad HIOX [41—43]. B mpoBegeHHOM
JI.C. TopnaeBoii (2020) aHanu3e a1uTepaTypHbIX UCTOUYHU-
KOB MPUBENEHbBI YO UTEIbHbIE JaHHbBIE, UTO IOBEHUIbHbII
OCTEOXOHIPO3, HECTAOUIBLHOCTD U TPHIXKU MEKITO3BOHKO-
BOTO IMCKa SIBJISIOTCS IIposiBiieHusiM cuHapoma JICT [34].

Jlo HegaBHEro BpeMeHU ObUIO MPUHSATO CUUTATh, YTO
JCT He3HauuTENbHO BIMIET Ha KAUECTBO XXKM3HU peOeHKa
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U TIPOTHOCTUYECKU OJIarONPUSITHA, UYTO OTPAXKEHO B CAMOM
IHUPOKO PACTIPOCTPAHEHHOM B aHTJIOSI3bIYHON MEAUIIUH-
CKOI1 TUTepaType Ha3BaHUU — «100pOKAYeCTBEHHBIN TH-
MepMOOMIIbHBINM CUHIPOM». OIHAKO MCCIIeOBAHUS APYTUX
aBTOPOB CBHUACTEILCTBYIOT 00 oOpaTHOM [44—48].

HeobxonuMocTh onpeneneHus: 6ojiee YeTKUX auar-
HOCTMYECKUX MPU3HAKOB IS UAEHTUDUKAINU DOPMBI
COEIMHUTEIbHOTKAHHON NUCTIIIa3UuX PE3IOMUPYETCS He
TOJIKO B POCCUICKUX, HO M B 3apYOEKHBIX ITyOIUKAIIM -
sx. JlocTaTouHO OOJIbIION MepeYeHb TeCTOB MPEAIOXEH
J. Tofts u coaBr. (2009) st onipeneseHUsSI COCTOSIHUST KOCT-
HOM TKaHM y AeTei ¢ Mpu3HaKaMu TUNepMOOMILHOCTHU
CYCTaBOB C 11€JIbI0 TOHMMaHUS B3aUMOCBSI3U C YAaCTO Ha-
O10aeMbIMU 3a00JI€BAHUSIMU OTTOPHO-BUTATEILHOTO
ammapata. B Ha6monenuu D. Czaprowski (2014) onucano
TEYEHHNE CKOJIMOTUYECKOI 00JIE3HU Y TTOAPOCTKOB C MPU -
3HaKaMU MaTOJOTUU COCAUHUTETbHON TKAHU, UMEIOTCS
coobmenus R. Mulvey u coaBr. (2013) 00 MHTEeHCUBHOI
U MOCTOSIHHOW OoJsiv B Mbliiax, M. Scheper u coaBr.
(2013), Kumar Brahat u coaBt. (2017) o 60y B cIiiHe,
HaaIu4uu MuodacimaibHOr0 CUHIPOMa y MOAPOCTKOB
c ACT [10, 49-53].

Ha ceronHsiirHmii 1eHb HAKOTLIEH 3HAYUTEJIbHBIT KITH -
HUYECKUI MaTepuas, UMEIOTCs pa3iMyHble Kjlaccuduka-
11K, pazpaboTaHa TEPMUHOJIOTUS, OMHAKO B IIUPOKOM
MpakTHUKe KOCTHO-cKeneTHbIie opMbl JICT y neteii yacto
He auarHoctupytoTcs. [Iperpanoii 1jisi MOCTAaHOBKU IU-
arHo3a B TIEPBYIO OUepe/ib SIBJISIETCSI OTCYTCTBUE YETKUX
MMATHOCTUYECKUX KPUTEPUEB U CTAHIAPTOB.

[1pu npoBeneHu 0OCMOTpPA I€TEH U MOAPOCTKOB HY>KHO
TIIATeJbHO olleHMBaTh BHemHUe pu3Haku JCT omopHo-
NIBUTATEIbHOM CUCTEMBI, TPEOYeTCs YAeIsTh 0c000€e BHU-
MaHHUe MalMeHTaM C IMOBBIIIEHHO BHEIIHEN CTUIMAaTU3a-
LIMel, TaK KaK OHa UMEET BBICOKYIO CTEIeHb KOPPEJISIIUT
C BUCLEpaJbHBIMU MTPU3HAKAMU, HATIPUMED Y MAl[UEHTOB
¢ nedopmanueir rpyaHoi kiuetku npu JCT B Mononom
BO3pacTe yalle BISIBJISIETCS] paclliupeHre KOPHSI aOpThl
[54]. BolpaxkeHHBIE CTPYKTYPHO-(GYHKIIMOHAIBHBIE M3Me-
HeHMs cocynoB, xopoino uzBectHoie nipu HHCT, Takke
3aKOHOMEPHO BO3HMKAIOT ¢ Bo3pacTtoM npu JACT u moryt
BIIEPBBIE TMArHOCTUPOBAThCS MOcMepTHO [35, 55].
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