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I[Tporpeccupyiotiiast occubUIUpyioniast GuGpOAMCIIIAZHS MPEACTABISICT COO0N PeKOe TEHETHIECCKI 06YCTOBICHHOE HapyIIie-
HUE OCTe0TreHe3a, TIPOSIBJISIONIeecs KaIbIIM(pUKAIIMEN 1 OKOCTEHEHNEM MBIIIIL, CYXOKUIINI, CBSA30K, (haciinil 1 MOAKOKHBIX TKaHEeH
B pe3yJIbTaTe arpecCUBHOM Tposndepanun pubpodiactos. 3aboseBanue, Kak IPaBUIIO, COMPOBOKIAETC BPOKIECHHBIMI CKEJIeT-
HBIMU aHOMAJIMSAMU: KJIMHOAAKTUIIMEIT TIEPBOTO TIaiblla CTOII, aHKMJI030M MEPBbIX MesK(aJaHIOBBIX CYCTABOB, a TaK JKe CrubareJib-
HO-IIPUBO/ISIIIEIT KOHTPAKTYPOIl TIEPBBIX MAJIBIEB KUCTU, XUPYPrHUCCKUE TOMBITKU UCCEUCHUsT OCCUMUKATOB y GOJIbHBIX HE TIPU-
BOIAT K YCIIEXY U CHOCOOCTBYIOT TIporpeccrpoBanuio. IIpecTaBieHo 5 KIMHIYECKUX CyYaeB MalUeHTOB ¢ IPOTPECCHPYIOIei
occudumpyoeil pudponuciasueii. Onucato TedeHue 3a00/eBaHKsl, KIMHIUYECKAs KaPTHHA, UCXO/bl XUPYPIUYECKIX BMella-
TeJIbCTB. JleTalbHO OIMCaHbl OPTONEANYECKUE IPOSIBICHUST OOIE3HU — KaK BPOKICHHBIE AHOMAJIUK KUCTEI U CTOIL, SIBJISFOIIIECST
KJTI0YOM K PaHHEN KJIMHUYEeCKON TUarHOCTHKeE, TaK U BTOPUYHbIe u3MeHenus. [IpeictaBienbl 0CI0KHEHNsT XUPYPTUUIECKOTO Jieue-
Hust. PeKOMeH/LyeTcst IPOSIBIIATH HACTOPOKEHHOCTh B OTHOIIEHMH JAHHOTO 3200/ I€BaHKI TIPHU TJIAaHKPOBAHUK ONIEPALIUIA T10 TIOBOLY
reTepoTONMYECKNX OCCU(DUKAINH, a TAKKE ITPU HAJTMYUU COOTBETCTBYIOIINX AHOMAJINI KUCTEH 1 CTOIL.

KioueBsie cioBa: iporpeccupyiolniias occrduiupyiomias GrubpoAucIIasiist, TOPOKU Pa3BUTHSI KUCTEH 1 CTOII, BPOKICHHAS
KJIMHOZIAKTUJINSL.

FIBRODYSPLASIA OSSIFICANS PROGRESSIVA IN CHILDREN
(REVIEW AND CLINICAL ANALYSIS OF 5 CASE REPORTS)

N.A. Kovalenko-Klychkova, I.Y. Klychkova, V.M. Kenis, E.V. Melchenko
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Ossificans progressive fibrodysplasia (OPF) presents a rare genetically caused osteopenia manifested by calcification and
ossification of muscles, tendons, ligaments, fascia, and subcutaneous tissues due to aggressive fibroblasts proliferation. The disease
is usually associated with congenital skeletal abnormalities: clinodactyly of the first toe, ankylosis of the first interphalangeal
joints, and flexion contracture of the first finger. Surgical attempts of ossifications excision are unsuccessful and worsen the
situation. 5 patients with OPF are presented. A course of the disease, clinical pattern, and surgery outcomes are disclosed. Both
orthopedic manifestations such as congenital hand and foot abnormalities being a key to early clinical evaluation and secondary
changes are described in detail. Also, postoperative complications are presented. Surgeonsare recommended to be on guard
against this disease when planning the operations for heterotopic ossifications as well as for relating hand and foot abnormalities.

Key words: fibrodysplasia ossificans progressiva, congenital feet and hands deformities, toe clinodactyly.

I[Tporpeccupyiomniast occudunupyroiiast hbubpo-
muciiazus (IIOMD) (kox mo MKB 10 — M61.1)
IIPE/ICTAB/IsIET COOOU PENKOe TeHEeTHYeCKoe Ha-
pyllieHue OcTeoreHe3a, Mpu KOTOPOM TTPOUCXOIUT
OKOCTEHEHUE MBITIIII, CYXOKUJINUH, CBA30K, (haciinii,
MOJIKOJKHBIX TKaHel [14]. HacToTa BcTpeuaemocT
cocrasiisteT 1 cirydaii Ha 2 MJIH. 4esioBeK. Y 6oJies-
HU HET PacoBOH, MOJIOBOI, TeoTpaduyeckoii mpe/i-
pacrtosiokeHHocTH [9].

Briepsbie B siutepaType omnmcanue atoro 3abo-
JeBanud nipejictaBui J. Patin B 1648 1. [1ur. 1o 4].
B muposoit murepatype onucano, ot 300 xo 1000

ciyyaeB atoro 3abojieBaHusi. B oredecTBeHHON
JIUTEpaType UMEIOTCS eIMHUYHbIE PaOOThI, ITOCBSI-
mennbie [IOD [1, 2, 3, 5, 7]. Haubosee moapobHO
u Ha 6oJbinoM KoaudecTse narueHToB (30 mereit
or 1,5 1o 14 ner ¢ nposisienusmu [1OD, u3 Hux
2 cjiydasi ¢ TeHETUIECKUM TIO/ITBEPIK/IEHUEM ) TIPO-
rpeccupyioiias occuduiupyomas GpubpoauciLia-
3us y gereil usydena T.B. Pss60Boii ¢ coaBTopamu
[8].

Imuonozust u namozenes. 3aboyieBaHe OTHOCHUT-
Cs1 K BPOXK/IEHHOH HACJIeJICTBEHHOM MATOJIOTHH C ay-
TOCOMHO-/ITOMWUHAHTHBIM THUTIOM HACJEIOBAHUA. 3a
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PasBUTHE TPOTPECCUPYIONIEH  OCCUDUITMPYTOTIEH
(UOPOANCIUIA3UN OTBETCTBEHHA MaKOpPHas MyTa-
g Arg206His B rene ACVRI, Jokaim3oBaHHOM
B JIoKyce 2q23-q24 [15]. /lantbiii reH KOAupyeT pe-
nernrrop ACVR1 (aktusun-penenitop tuna 1), xo-
TOPBINT OTHOCUTCS K ceMerictBy BMP-perientopos.
BMP (bone morphogenetic protein) sBistioTCS
PETYJISITOPHBIMU O€JTKaMU, YYaCTBYIOIIUMHU B ITPO-
1lecce PeryJisiiiny IMOPHOHAIBHOTO (HOPMUPOBAHIST
KOCTHOI TKaHU U MOCTHATAJBHOTO BOCCTAHOBJICHUS
kocteii ckeneta [11]. B GosbimumcTBe ciydaeB BO3-
HukHOBeHue myTarmu Arg206His y 6obabx TTOM
HOCHUT CTIOPQJITYECKUIT XapaKTeP, OTHAKO OTCAHbBI 1
ceMelHbIe cIyvan JanHoTo 3aboseBanust [ 16].

[TO®, kax mpaBuUIIO, COMPOBOKAAETCS IPYTUMU
BPOXK/IEHHBIMU TIATOJIOTUSIMU U CKEJIETHBIMU aHO-
MaJIUSIMU: KJIUHOJAKTUJINEN MTEPBOTO MaJbIia CTO-
TIBI ¥ aHKUJIO30M TIEPBOTO MeK(ATAHTOBOTO CyC-
TaBa (3TOT TMPU3HAK OTMeudaeTcss B 95% ciydaeB
3aboJieBaHmst), alaKTUIINEN, uciia3ueil Mmetacu-
30B, KOPOTKUMHU (haJlaHTaMU, CHHOCTO30M IIEIHbIX
MIO3BOHKOB, CHHOCTO30M PeOEPHO-TI03BOHOYHBIX
COYJICHEHWH, OCTEOXOHJPOMaMU B TIPOKCUMAJIb-
HOU ob6Jactu 6OJIbIIEOEPIIOBLIX KOCTEH, KOPOTKHU-
MU IMTUPOKUMU IEHKaM1 TIIe4eBON KOCTH, PEIKU-
MU BoJIOcCaMu U T.J. [4, 8, 14].

3aboieBaHe HAYMHACTCS C TIOSIBJICHMS 60Ie3-
HEHHBIX OITyXOJIEBUHBIX MH(UIBTPATOB B MSATKUX
TKaHSAX C TOCJEAYIONIe X Kajabludukarmein n
occuduKarmeit, YTo MPUBOAUT K OTPAHUICHUIO 1
CKOBAHHOCTH JIBVKEHUT, BILIOTD JI0 MOJHOTO 00e-
snBrskuBanust. OOpazoBaHue dTHX WHPUIBTPATOB
MOJKET TIPOBOIMPOBATHCS yITHOAMHU, OIEpaTHB-
HBIMU BMeEIATEeJbCTBAMH, BHYTPUMBIIICYHBIMU
WHDBEKIUSMH, OHAKO MATOJOTUYECKHe WU3MeHe-
HUST MOTYT BO3HUKATD 1 O€3 BUAMMBIX TPUUYNH [4].
CrpoBorupoBath 0bocTperue 3a60JeBaHIsST MOTYT
He TOJIbKO TPaBMbI, HO M TPUIIONOA00HbIE BUPYC-
ubie 3aboseBanust [18]. TlostBienue wHpMIBTPa-
TOB COMPOBOXKIAETCS HE3HAUUTEJbHBIM TIOBBITIIE-
HUEM TeMIIepaTypbl M MOKPAaCHEHWEM KOXHU HaJ
Humu. Haubosiee 4acTo OHM JIOKAJIM3YIOTCS B T1a-
paBepTeOPATIbHBIX MBIIIIAX, MBIIIIAX TJIEYeBOTO
M Ta30BOTO T0sica uin Ha mree. OTHAKO OHU MOTYT
pacriosiaraTbcsi B JII060M MeCTe Ha TYJIOBUIIE WJIN
KOHEYHOCTAX. B mporiecc BoBIeKalOTCs He TOJIBKO
MBIIIIIBI, HO ¥ IPYyTHE MATKUE TKAHU, BKITIOYas aro-
HEBPO3bl, CBA3KH, cyxoxuaus. [Ipu rucrosornye-
CKOM WCCJIe/IOBAaHUN WHQUIBTPATOB BBISBIIEHO,
YTO B OCHOBE Pa3BUTHS IIPOrPECCUPYIONIE 0CCH-
burupytonieit GubpOIUCILIA3UN JIEKUT arPecCUB-
Has nposindepanust hudbpobIACTOB, KOTOPAST TIPHU-
BOJIUT K KOMIIPECCUU MBITIIEYHBIX BOJOKOH M MX
nuctpoduu.  MoHOHYKJIeapHble  WH(MUIBTPATHI
pacroiaraioTcst B CyXOKUIUSX, CBSI3KAX, (hacimsax
U MBIIIIAX W HEePEeIKO CHASHbI C TOAKOKHOM CO-
eJIMHUTEIBHON TKaHbo. B mambHelmem B obsac-

TU 3TUX WHOWIBTPATOB MPOUCXOAUT OTJIOKEHUE
KaJIbITNS, KOTOPOE 3aKaHYMBaeTCsl occuduraimen
u okoctenenviem [17]. .

OO6bI3BeCTBIIEHNE PACITPOCTPAHSIETCST BIIOJIb MBIIIT-
16l B BUJIE U3BUTOI BUHOTPA/THOM JI03bI, KOTOPAsi BET-
BUTCSI, 3aXBaThIBasi HOBble y4yacTku. He Bce ymiot-
HEHHble OYaru B JaJbHEHIeM ocCu(UIMpyroTCs.
XapakTepHo BOJIHOOOpasHOe TedyeHue OOJIC3HH, MH-
TEPBAJIBI MEKILYy OOOCTPEHUSIMI MOTYT OBITH JIOCTA-
touno Besmki [3]. He HabmomaeTcst 0ObI3BECTBIIEHNST
MBIIIIIBI Cep/INia, AadparmMbl, TOPTAHHU, A3bIKA, CHIH-
KTEPOB 1 IVIa3HbIX MbIIIIL. JIOKasm3anms mepBuaHOro
polfecca yaile BCEro PacriosiaraeTcsi B CIIeLYIONneM
TIOPSIZIKE: Tesi, OKOJIOTIO3BOHOYHAS 30HA, TLJIeYN U
PYKH, TOJIOB, JIMTIO, YEJTIOCTH, Ta3 ¥ HOTH [4].

[Tporpeccupyiomiee Teuerne I[1OD wu BbIpa-
’KeHHast occUUKAINS BEAYT K TSKEJIbIM OCJIOXK-
HEHUSIM, BKJIIOYasl KPUBOIIEIO C BOBJIEYEHHEM M.
sternoclaidomastoideus, nedopmaiuu  BepxHei
MTOJIOBUHBI TPYAHON KJIETKH, CKOJIMO3 W TYTOIO/I-
BIDKHOCTD CycTaBoB. [IpO0IKUTEIPHOCTD KU3HI
GOJIbHBIX pa3inyHa. 3HAYUTENbHAST Y4acTh OOJIb-
Hbix ymupaer 10 10—20 ser. B kauectBe Hanbosree
YaCcThIX MPUYUH JIETAJBHOTO HCXO/a BBICTyIAeT
jgerounas wHdekusa Ha (GoHe THUIOBEHTUJIAINN
BCJIEJICTBUE TOPAKEHUST MeKPeOepPHBIX MBIIIIIL.
Ornmcanbl cIyyan cMepTeTbHOTO UCX0/Ia U3-3a UC-
TOIEHNUsT, 0OYCIOBJIEHHOTO OKOCTEHEHHEM >KeBa-
TeJIbHOW U TJIOTATETbHON MYCKYJIaTypbl.[4].

[Tpn amarHoCTHKE YYUTHIBAIOT HAJTMYUE BPOK-
JIEHHOM 11aTO10ruu GOJIBIINX HAJIbIIEB CTOII (Hepes-
KO B COYETAHUU C TIATOJIOTHEN TabIeB KUCTENH) 1
BHeCKeJIeTHble ocCU(DUKATHL. Y JleTell IOIKOJIbHO-
TO BO3pacTa, KaK IIPaBUJI0, OHM BO3HUKAIOT HA IIlee,
MJIEYEBOM TIOSICE U TOCTENEHHO PACIPOCTPAHSIOT-
cst BHU3. Y JIeTeli cTapiiero Bo3pacTa OCCU(MUKATHI
MOTYT TIOSIBJISITHCST B JTIOOBIX YYaCTKAX MSITKUX TKa-
Hell (MBIIIEAX, CyXOKWJINGX U JIP.), yallle BCJel-
CTBHE TPaBM JIIOOOTO TeHe3a Win Ha (hoHe TPUTIa U
OPBU. /151 BbIsIBIEHUS OCCU(PUKATOB MTMPOKO HC-
noJib3yeTcst Komrbiotepaas Tomorpadus [10]. Ilpu
nozgo3pernu Ha [TOD HeoOXOMMM TTONCK MyTaInit
Brene ACVRI1 [8].

[TO®D BhI3bIBaeT GOJIBINOI HHTEPEC, TAK KK pac-
mm@poBKa ee TaToreHesa MOXKET CTaTh KJIIOYOM K
aKTUBHOMY BO3/IEVICTBUIO HA pereHeparinio KOCTHON
TKaHU TTPU MHOTUX TATOJOTUYECKUX TIPoIeccax u K
MpoUIaKTUKe TeTePOTONNYECKON OocCupUKAIITT
JI000r0 TreHe3a. Yike ceiuac SKCIEePUMEHTATbHO
YCTaHOBJIEHO, YTO CHIBOPOTKA KPOBU HAIIUEHTOB C
dbubpoucIuiasueii BKIOYaeT pacTBOPUMBbIE (haKkTo-
PBI, KOTOPbIE MOTYT YCUJINBATh AU depeHinaimio
ocreobactos [12]. TlosiBieHre TIepBOro ovara OKo-
CTEHEHUs OTKPBIBAET OJITHH W HEYKJIOHHBIN MPO-
1iecc IpeBparieHns CoeIMHNUTENbHOI TKaH! B KOCT-
HYIO U, TI0-BUJMMOMY, YeM paHbllle OH HAUMHAETCS,
TeM ObICTpee IIPOMCXOAUT ero pasButue [6].
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PaznuyaioT Tpu cTasiny pa3BUTHS OKOCTEHEHUS
[3]:

I cragmss — wHbUIBTPAIMSA: pa3pacTaHue Mo-
JIOZION TKAHU W BTOPUYHBIE JleTeHepaTUBHBIE W3-
MEHEHUS B MBIIIIAX. PEHTreHOJOTHYeCKU 9TH 13-
MEHEHUs He OTPENENSIIOTCS, a TUCTOJOTHIEeCKoe
ob6cieloBaHie BBISBJISET BOCHAJIUTEIbHBIE M3Me-
HEHUSI B MEXMBIIIEYHON COEMHUTENbHON TKAaHU
C ee OTEKOM, KPYTJIOKJIETOYHOU nH(MUIBTpaIneil u
MOSIBJIEHUEM KHUCTOMOOOHBIX 00pa30BaHUil.

IT cragust — pubpo3Hast MHAYpAIUsT COEAUHU-
TEJIbHOI TKaHH, ee PyOIleBaHe ¢ BTOPHYHON aTpo-
(bueit MpIedHON TKaHN. PeHTreHomornueckn ooHa-
PY’KUBAIOTCSI «HEKHBIE» TeH! TUITA KOCTHON MO3OJIH.

III cramust — okocTeHeHMe: 0Opa3oBaHKUE KOCT-
HOIl TKaHW B MECTaX MOPAKEHUsS] MSATKUX TKaHei,
YTO OTYETJIMBO MPOSIBJISIETCS HAa PEHTreHOTpaMMax
UHTEHCUBHBIMU TEHSIMH.

[Tatromopdosorndeckass KapTUHA CBUIETENb-
CTBYET, 4TO T10 CBOEMY CTPOEHHUIO BHOBb 00pa3oBaH-
Hasl KOCTb HIYEM He OTJINYAeTCsI OT HOPMAaJIbHOIA.
Oyaru KOCTHOI TKaHU TIOCTETIEHHO YBEJIMYNBAIOT-
Csl, CJIUBAIOTCS MEKIY CO0OIi, TPUHUMAsT BETBU-
cTyio (hopMy ¢ ryOuaThiM BEIECTBOM B IIyOMHE 1
KOMIAKTHBIM B TIOBEPXHOCTHBIX OT/eJIax KocTu. B
6oJsiee cTapblXx KOCTHBIX 0OpasoBaHUsAX cpeau Oa-
JIOK TIOSBJISIETCS KOCTHBIN MO3T [3].

ITporros npu ITOMD cunraercss HeOIATOIPUST-
HBIM, OTHAKO M3BECTHBI TPUMEPBI CIIOHTAHHOTO pe-
rpecca u3MeHeHUH, U BOIIPEKU OOIIETPUHITOMY MHe-
nuio, C.R. Wheeless cunraer, uto co BpemeHnem o0bemM
TeTEPOTOITMYECKON KOCTU MOYKET YMeHbIaThes [20].

Jleuenue ¢ wmcnoJsib30BaHUEM KOPTUKOCTEPOU-
108, nposezennoe R.S. Illingworth, npuseso k pe-
Muccuu 3aboseBanus B TedeHue 16 Jiet, HO TOJIBKO
Y OJIHOTO TAITMeHTa U3 JIBYX, YTO TTO3BOJIHUIIO aBTO-
Py CUMTATh, YTO KOPTHUKOCTEPOUBI MOTYT UTPATh
HEKOTOPYIO poJib B jiedeHuu [1OD [13].

B nacrostiiee Bpemst uzet pabora HaJl TEHHBIMU

6siokaropamu MyTtaiuu B reie ACVR1/ALK2. B
aripesie 2011 roga yuenbiMu yHuBepcuTeTa Tomaca
Ilxxeddepcona onybankoBana pabora 110 IIpuMe-
HEHUIO PETUHOEBOW KHUCJOTHI JIJIsT JIeYeHUs reTe-
POTOIMYECKON occubuKanum 1a00paTOPHBIM MbI-
maMm. [IpenapaT nmokasas cBooO 1efICTBEHHOCTb Kak
B TEHETUYECKU 00YCIOBJIEHHOM, TaK U B TOCTTPAB-
MaTtuyeckoit occuduranuu [19].

Ha cerousiiauii ieHb Hanbosee CyIecTBEHHA
CBOEBPEMEHHasl IMarHOCTUKA JTAHHOTO 3a00JIeBaHUS
71O TIOSIBJICHUST Pa3BePHYTON KIIMHIYECKOH KapTUHBI 1
IIPOTrPeCCHPOBAHUS occuuKaImy. JTO MO3BOJUT U3-
GeKaTh psijia BOBMOKHBIX HETATUBHBIX MOCJIEACTBUIN
MHBA3UBHBIX TIpoIeyp U omneparuii. Ocoboe Mecto
B KJMHWYECKOI KapThHe 3a00JICBaHMs 3aHMMAIOT
BPOXKIIEHHBIE AaHOMAJINH Pa3BUTUSA TIEPETHETO OTIema
cror. Kak nipaBusio, 10 mosiBieHnst occrrKaToB OHN
SIBJISTIOTCST HarOoJiee SIPKUM  KJIMHITIECKHM  TTPOSIB-
sernem [TOD. Occudukarsl B 00J1aCTH Pa3TNIHBIX
MBIIIII TIOSIBJISTIOTCST B O0JIee cTapiiieM Bo3pacte (Haw-
Gosee paHHe onmcanus cootBetcTBYIOT 10 Mecsiam
KU3HU KaK pe3yJbraT XUPYPrIdecKoro BMeIIaTelh-
crBa u 1,5 romam tiocie eperecenroro OPBIA).

[Tox HamM HAOTIOEHUEM HAXOSITCS 5 TIal-
eHTOB — 2 Masibyuka u 3 feBouku (10 mecsiues, 3
roga, 7, 14 u 16 ser). Bee nammenTsl 06C/1€10BaINCh
KJIMHUYIECKU ¥ PEHTTeHOJIOTHYECKH. BBITTOTHAINCD
0030pHbIE PEHTTEHOTPAMMbBI KOHEYHOCTEN U I10-
3BOHOYHUKA B CTAHAAPTHBIX MPOEKIUAX, PEHTre-
HOTPAMMBbI CTOIT B TIPSIMOIN U GOKOBOM MPOEKIIUSIX
1 PEHTTeHOTPaMMBbl KUCTel B MPIMON MPOEKIINY;
pU HEOOXOAUMOCTH — PEHTTEHOTPAMMBI Yepera.
[To mokazaHmsM TPOU3BOMUINCH KOMITBIOTEPHAS
U MarHUTHO-Pe30HaHCHAas ToMOTpadu I03BOHOY-
HUKA U KOHEYHOCTEN.

[ToBoOM /1715t OOpAIIEH S B OT/IEJIEHIE Y BCEX TTa-
IIMEHTOB ObLIH fIehOPMATTUH TTEPEIHETO OTIE/A CTOTI,
MPUBOAATINE K KOCMETUIECKOMY edeKTy, 3aTpy-
HEHUIO TP TIo1b6ope U HotiieHnn 00yBH (puc. 1).

Puc. 1. BapuaHTbI TOPOKOB pa3BUTHS MEPBOro jiydya y naiueHToB ¢ [10M: a — agaktuius 1-ro nanbia y pebeHka 2,5 et
¢ OypHBIM ITpOrpeccupoBaHreM 3a00jieBaHusI; O — malyMeHTKa 7 JIeT, B — nauueHTKa 16 jet; r —mamueHT 10 MecsiueB
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VY uyerbIpex jieTeil K MOMEHTY 0OpallleHys TaK-
JKe MMeJIMCh HapyIieHus Oojiee 001Iero xapakrepa
(masprupyemMbie 00pa3sOBaHMSI IO X0y Pa3IMIHBIX
MBIIIIT] ¥ MBIIIEYHBIX TPYIIT, OTPAHUYEHUE aMILJIN-
TYJIbI IBUSKEHUI B CyCTaBaX, HAPyIIeHe TTOXO/IKN )
(puc. 2). Y pebenka 10 mecsiieB occupuKaThl OT-
cyrcTBOBas, u auar#o3 [TOM 6wl mocTaBieH 1o
KOCBEHHBIM TTPOSIBIICHUSM.

B anamuese y 1ByX manueHTOB MOSIBJIEHUE OC-
cudukaToB cBs3aHo ¢ nepeHecenasiMm OPBU, y
OJTHOTO TaIIMeHTa YIJIOTHEHUS TIOSBUJINCH TIOCJIe
3aHSATUN CIIOPTOM, M Y OJHOW MaIlMEHTKU CTpe-
MUTEJbHOE TIOSIBJIEHWE OCCU(UKATOB MPOU30-
1710 TI0CJie XUPYPTrUYecKOoTO BMeNIaTesbcTBA Ha
Ta306eIPEHHOM CyCTaBe, 4TO IMPHUBEIO K PE3KO
BbIPaKEHHOMY GOJIEBOMY CHHAPOMY M aHKWJIO3Y
cycraBa. /[Ba mociemyonux BMeaTeIbCTBA 110
YAQIEHWIO 0CCU(UKATOB MPUBEH K YXYIIMIECHUIO
OPTOMENYECKOTO CTaTyca, TOSIBIEHWIO HOBBIX
obpaszoBaHuii (cM. puc. 2 T).

bepemenHocTh 1 pojibl y BCceX Marepeii mpoTe-
kain 6e3 ocobennocreil. HacaeacTBeHHblil anam-

He3 He oTsAromieH. /leTn 10 MOSBIEHWUS TEePBLIX
CUMIITOMOB 0OJIE3HW POCJIU U PA3BUBAKCH 10
BO3pacTy.

[Ipu KIMHUYECKOM OOC/IeIOBaHUM Y BCEX Ma-
IIUEHTOB OTMEYEHBl aMUIMUYHOE BBIPAKEHUE JINTIA,
HempaBuJIbHag (hopMma uyepera, BU3yaJlbHO KOPOT-
Kas 111est, OrpaHYeHue JIBIKEHUH B IIEHHOM OT/ie-
Jie TO3BOHOYHUKA. Y BCEX MAIUEeHTOB MMEJIO MECTO
orpaHUYeHMe JBUKEHUI B IJIEYEBBIX CYCTaBaX, Y
JIBYX — B JIOKTEBBIX CcycTaBax. B TazobenpeHHbIX
cycraBax JBVIKEHUsI ObLIN OTPAaHWYEHBI Y TPEX T1a-
1eHToB (Y JBYX M3 HUX aHKUJIO03 Taz00eIpeHHo-
TO CyCTaBa B MOPOYHOM IOJIOKEHUN ), B KOJIEHHBIX
cycTaBax — y 2 HainueHToB. /[[BUKeHUS B roJieHO-
CTOIHBIX CyCTaBaX ObLIM B TIOJIHOM OOBEME Y BCEX
5 TMAINEeHTOB.

¥ Bcex marmeHToB UMeTNCh ieopMaITiN TTah-
11€B KUCTEW Pa3IMuHON CTeneHn TxkecTu (puc. 3).

Y 4 maiueHToB BOJIb TIO3BOHOYHOTO CTOJIOA
HAJIBIIATOPHO OTIPE/IEJISINCH TIOTHBIE, 6e3001e3-
HeHHbIe, HecMelaeMble 00pasoBanus, 6e3 u3MeHe-
HUS 1[BeTa KOKHBIX TTOKPOBOB HaJl HUMH (PUC. 4.).

Puc. 2. PeHTreHosorndeckast KapTMHa MaTOJOTMYECKOI occubUKay MBI y aeteii ¢ [T10d:
a — manuenT 2,5 jiet; 6 —manrenTKa 16 JeT; B — manueHT 7 JIeT; T — maureHTKa 14 jger
ocJie XMpPypruueckoro BMelaTe/IbcTBa Ha 11elike JIeBoi OelpeHHOI KOCTHU

Puc. 3. CrubareapHo-nipuBoasIne aeopMalu nepBoro majibla y aeteii ¢ [IOM: a — jerkas cTereHb;
0 — CpemHss CTENEeHb TSKECTH; B — TsDKesask CTereHb
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Puc. 4. [TonkoxHbie HecMelllaeMble TIJIOTHbIE 00pa30BaHUS
BIOJIb T03BOHOYHOIO cTOJI0A Y manueHToB ¢ [I0D

Hawnbosee nokasaTebHbIM, Ha HAII B3IV, SAB-
JigeTcsT KIMHWYECKN mpuMep marmenTa b., koTto-
poiii mocTyms B 10-MecssaHOM BO3pacTe JIJIst XUPyp-
TMYECKOTO JIEYeHUSI TI0 TIOBOJY TIOPOKA Pa3BUTHUS
MEPBBIX JIydell KcTeil U ctom. MaTh npeabsaBiidia
KaJo0bl Ha BBIPAKEHHYIO 1e(hOpPMAIUIO MEPBBIX
IaJIbIIEB CTOII ¥ KMCTEIA, 3aTPyJHEHH B 1000pe 00-
yBH, HapylieHne (yHKIIMOHAIBHOTO CXBaTa KUCTeH.

Pebernok pouiicst OT TpeTheit GepeMeHHOCTH Ha
cpoke 38 Hejiesb, KecapeBbIM CeYeHNEeM; OI[eHKa 110
Arnrap 7-8 6asuios; Bec mpu poskaerun 3400; poct
52 cm. Pa3BuBajcs B COOTBETCTBHUM C BO3PACTOM.
Jleopmariug cTorm u KUCTell BBISIBJIEHA C POXK/IE-
nus. Ob6pamaror Ha ceOs BHUMaHHE aMUMHYHOE

JINTIO, HeNpaBUJibHas (opma uepera, CraakeH-
HOCTb IOSICHUYHOTO JIOP/I03a, YKOPOYeHUEe IMIeH,
orpaHMYeHUe aMILIUTY/bl JBVOKEHWH I1eifHoro
oT/esa IMO3BOHOYHUKA. AMIUIUTYZQ ABUKEHUN
B KPYIHBIX CYCTaBaX BEPXHUX U HUKHUX KOHEY-
HOCcTell He orpanndeHa. OTMedaeTcs TUTIOTIA3Us
IIEPBBIX MAJbIEB KUCTEH M MEPBBIX MACTHBIX KO-
creii. CrubaHue B TEPBBIX TISICTHO-(DaJaHTOBBIX
cycTaBax OrpaHUYeHo, a B MeK(haJaHTOBBIX CyCTa-
BaX IMOJIBMYKHOCTD OTCYTCTBYeET. VIMeeT MecTo K-
HOJIAKTUJINS TIEPBBIX MasblleB ctomn (cM. puc 1 1),
HATONTHIIT (PUC. 5 a) 1O HAPYKHOIN TTOBEPXHOCTU
MeK(DaIaHTOBBIX CYCTaBOB MIEPBLIX MAJbIEB (PUC.
5 6). Ha peHTrenorpaMmax mpoCIe;KuBaeTcst miesib
1epBoro miocHedaTIanroBoro cycrasa (puc. 5 B).

Ha ocHoBanuu KJIMHUKO-PEHTTEHOJIOTMYECKON
KapTUHbBI y TalueHTa ObLI 3armo03PeH AUarHo3
[TO®M. OgHako B CBSI3KM € MaJbIM BO3PacTOM pe-
GeHKa, OTCYTCTBHEM OCCH(MUKATOB U HATMIHEM
nehopmalum, MPensTCTBYIONIEN HOMEHUI0 00y BH,
ObLIO TIPUHSITO pElieHre O XUPYPTUYECKOM Jiede-
HUW KIMHOAAKTUJINN TTEPBBIX MAJIbIIEB CTOIL.

[TarmenTy poBeIeHO OTTEPAaTUBHOE BMETIATE b-
CTBO — PEKOHCTPYKIMS IEepBOro Jyda JeBOi CTo-
bl (peJin3 MepBoro IocHedalIaHroBOro cycrana,
VIUIHHEHWE CYXOKWJINiT crubaresisi U pasrudaresist
MEPBOTO TIAJIbIA, KOPPUTHUPYIOIIAs yKOpaunBaio-
T1ast OCTEOTOMUS TTEPBOH TLTIOCHEBOM KOCTH € (PUK-
careii crimiamu) (puc. S r). BoimosHeHa KoKHast
IIJIACTHKA MEKITAJIBIEBOrO IPOMEKYTKA.

Puc. 5. ®orto u peHTreHOrpamMMBbI ctor nauueHTa b., 10 MecsiieB: a — HATONTHIIIN B 00JIACTH
TUTIOCHEe(DaIaHTOBBIX CYCTaBOB; O — IMacCUBHAs KOPPEKLUs aeopMaliu 1-ro naablia;
B — CYCTaBHasl 1IeJIb III0CHe(aTaHTOBbIX CYyCTaBOB; I — pEHTTeHOTpaMma
1ocJie OrepaTuBHOTO BMelllaTe/IbCTBa
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[TocsieoniepaltmOHHBIN TTEPUO TTPOTEKAJ T -
ko. [TarenT ObLT BBIMCAH JJIsI aMOYJIaTOPHOTO
JledeHUsT B LIIUPKYJISPHON TUIICOBOHM IOBS3KE 10
BepXHel TpeTH JIeBOi TOJIeHH.

[ToBTOpPHO TAIIMEHT TOCTYIIU Yepe3 4 MecsIia
1ocJie ONePaTUBHOTO BMEINATEJIbCTBA B BO3PACTE
1 rox 2 Mecsina B CBSI3M ¢ HaJIWMYMeM HOBOOOpa-
30BaHUs Ha THIJIbHON IIOBEPXHOCTH JIEBOIi CTOIIe,
KOTOPOe T0SIBUJIOCH Yepe3 3 Mecsiiia IocJie orepa-
uuu. [Ipu ocMoTpe J1eBoil CTONBI BBISIBJIEHO, YTO
MepPBBIN 1ajel] HaX0/IUTCS B CPEIHEM I10JIOKEHNH,
IBIDKEHUS B TTIOCHE(hATAaHTOBOM CyCTaBe Ka-
yaTeJibHbIE, HOTTEBas IJIACTUHKA m3MeHeHa. [lo
nepejiHeil TOBEPXHOCTU CTOIIBI TOCJIe0epalioH-
HBII py6ell criastH ¢ MOJKOKHON KJIETYATKOM. Y

OCHOBaHMS pas3pesa HalblIUpyeTcss oOpasoBaHue
KOCTHOH ILIOTHOCTH, TUIIEPEMUPOBaHHoe, 6e300-
JIe3HEeHHOoe, HecMelaeMoe, pazmepom 0,7 x 0,5 cm
(puc. 6).

Pentrenosiornueckn BBISIBJIEHO HAJIMUNE KOCT-
HOro 0Opa3oBaHus B 30HE ONEPATMBHOIO BMeEIIIa-
TesbeTBa. [Ipr KoMTIBIOTEPHOT TOMOTPadUN BU3Y-
AJTM3UPYIOTCS OCCU(MUKATH B 30HE OTIEPATUBHOTO
BMEIIATeIbCTBA U TIPOKCUMAJIBHBIX oTaenax (06-
JIacTh TapaHHOU KocTn) (puc. 7).

CUMITOMOKOMILIEKC 3a00JI€BaHNS Y TAlMEeHTa
b. B 3HaunuTEeTbHON CTETIEHU COOTBETCTBOBAJ TIPO-
rpeccupyolieii occuduiupyoreit pubpoaucia-
3uM, paHHssg ManudecTanus. B pagbpHeliem aua-
rHO3 OBLT TIOATBEPIKIEH TEHETUIECKH.

BAN99 1B

Puc. 6. [MauuenT b., 1 rox 2 Mec.: a — BHELIHUI BUJ CTOI MOCJIE ONEPaTUBHOTIO JIUEHUs Ha JIEBOM CTOIIE;
0, B — uepe3 4 Mec. IocJIe OIepaTUBHOrO BMEIIATeIbCTBA

Puc. 7. Peurrenorpammbl 1 CKT naumenTa b., 1ron 2 Mec.: a — peHTTeHOTpaMMa CTOIT;
0, B — CKT neBoii cTombl: occuduKar 1o nepenHeil moBepXHOCTH ITIOCHEBOI KOCTHU, B 00JIACTH
paHee MPOBeNeHHO OCTEOTOMUH U OCCU(UKAT B 006JIaCTU MISHKM TApaHHO KOCTH (OTMEUEHBI
CTpeJIKaMMu)
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3akiouyenue

Bce marmenTsl, onrcbiBaeMbie B JIAHHOM HCCJIe-
JI0OBaHKM, OOPATUJIMCh K HaM € Kauo0o0il Ha gedop-
MAITIIo TIEPEHETO OT/IesIa CTOT W 3aTPyTHEHUS TIPU
nozabope u HomeHnu 00yBH. V3 yeThipex naueHTos,
HaOJTFO/IABITNXCST HAMU U IMEBIITMX K MOMEHTY 0Opa-
IEHUST OCCU(MUKATDI, HM B OJIHOM CJIy4ae aHOMaJIu1
TepeTHero OT/iesla CTOIl paHee He TOJIydasv aJlek-
BaTHOI MHTEPIPETAINN B Ka4eCTBe OIHOTO U3 TIPO-
SBJIEHUU cucTeMHOro Tiporiecca. IIpencraBieHHas
HAMU CEepHs MAlMeHTOB, OOPATUBIIUXCS B OPTOIIe-
JINYECKYI0 KJIMHUKY, SIPKO JIEMOHCTPUPYET HEeoOX0-
JIMMOCTh KOMILJIEKCHOTO aHa/In3a TalueHToB C I10-
POKaMU Pa3BUTHS CTOI, KOTOPbIE, KaK MOKa3bIBAET
[IPAKTHUKA, 3a4aCTYI0 SIBJISIIOTCS IIPU3HAKOM OoJiee Cy-
MMeCTBEHHBIX HAPYIIeHW Ha TEHETUYECKOM YPOBHE.

[Iporpeccupytonasi  occudunupyomas  Gu-
OPOAMCILTA3KST SIBIISIETCST TSIKEJIBIM TEHETUYECKUM
3abosieBatnneM, TPeOYIOIUM  JHATHOCTHYECKOM
HACTOPOKEHHOCTH CO CTOPOHBI TMPAKTHKYIOIMINX
Bpaueii. IlaTOTHOMOHUYHBIMU TIPU3HAKAMHU, TIO-
3BOJIIONIMMY  3aMTO/IO3PUTh JIAHHOE COCTOSHUE,
SBJISTIOTCS BPOK/IEHHbIE TIOPOKU Pa3BUTHUSA TIep-
BBIX Jiydeill ctorm (yKOpOYeHWe, KJIWMHOMAKTUJINS
WM aJaKTUJINS ), CTUOATEIbHO-TIPUBO/ISIIAS KOH-
TpPaKTypa IePBbIX HaJbIIEB KUCTU Pa3JInYHOI CTe-
MeHW TSOKECTH, aMUMWYHOE JIUIO0, OrpaHuvYeHue
MOJIBMKHOCTH B IIEHHOM OT/eJie TTO3BOHOYHUKA
Ha (oHe KOPOTKOH Iien. Bce mamumeHTsl ¢ 0/I0-
sperrieM Ha [TOM posKHBI OBITH HAIIPABJIEHBI Ha
reHeTudeckoe o0cieoBanme s OATBEPIKIEHUST
muarnosa. [latorenermueckoro eyenns: [I0OD na
JTAHHBIN MOMEHT He CyIIEeCTBYeT.

[TonbITKM XUPYPTUYECKOTO MCCEYEHMST Ovara
um ero yactu y 6osbHOro ¢ [TIOM He nmpuBOAST K
ycrexy. B obsacti orepaTHBHOIO BMeEIIaTeIbCTBA
HEpEIKO OYeHb OBICTPO pas3BUBAETCS OCCU(DUKAT
errfe GOJIBIIETO Pa3Mepa.

3 HaOII0IaBINNXCS HAMU [TSTH MAI[HEHTOB OT1e-
paTUBHbIE BMENIATEIbCTBA BBITIOJIHSINCH IBOUM, B
TOM 4YHCJIe OZIHOMY peOeHKY B Halell KinHuke. B
000MX CIIydasix Pe3yIbraToM ObLIO TOSIBJIEHME WK
nporpeccupoBanue occudukanuu. AHAIU3UPYS
ATHU CJIyYan, MbI ellle Pa3 XOTUM TTO{Y9ePKHYTh TIPH-
OPUTETHOCTHh TIOCTAHOBKU muarrosa. /[lug mosu-
TBEP:K/IEHUS WU onpoBep:kerust auarnosa [1OM
HEOOXOUMO reHeTHYecKoe 00c/IeJ0BaHue.

Y nanuenTtoB ¢ nopo3pernem Ha [IOM pomKHbI
OBITh WCKJIIOYEHBI TLIaHOBBIE OIepaTHBHBIE BMe-
maresbeTBa. JIloOble MHBAa3UBHbBIE BMEINIATEIbCTBA
MPUBOJAAT K pa3pacTaHWio OCCU(UKATOB U yXY/I-
MIEHWIO OPTOIEJANYECKOTO U COMAaTUYECKOTO CTa-
Tyca naiueHToB. Bo3pact naruenTa mpu aToM 3Ha-
yeHus He nMeeT. [lokazanneM K XUPYPruaecKoMy
BMEIIATETbCTBY MOKET SBJSATHCS TOJBKO COCTOSI-
HIe, yTPOsKaloliee JKU3HN pebeHKa, BHE 3aBUCUMO-
CTH OT €ro Bo3pacrTa.

10.
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