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Pesiome

BBegeHme. MHOXeCTBEHHbIV XOHAPOMaTO3 KocTein (6o-
ne3Hb Onnbe) B 2 pas3a yalle BCTPeYaeTCcA y AEeBOYEK U
06bIYHO NPOABNSETCA B AETCKOM Bo3pacTte oT 1 fo 5 ner,
pexe B IOHOLWIECKOM Bo3pacTe. B KnMHMuYeckom npak-
TUKE yYalle WCMOMb3YyT AefleHne 3HXOHAPOMATOo3a Ha
Tpu BapvaHTa — 6one3sHb Onnbe, cuHapom Maddyuun
(c Hanbonee BLICOKUM PUCKOM ManurHusaumm) 1 nopa-
KeHMe C MpPeuMmyLLeCTBEHHbIM BOBJIEYEHUEM MENKUX
KocTen Knctu. Bo B3pocnom Bo3pacte noyTy B NOSMOBU-
He BbIAABNIEHHbIX CllyyaeB (48%) 3aboneBaHVe OC/IOXKHS-
eTcA ManurHsaumMen ofHOro WA HEeCKONbKMX O4aros
nocnegosatesibHo. bone3Hb Onnbe Heobxoaumo Aug-
depeHLpoBaTb OT MHOXECTBEHHbIX HACNefCTBEHHbIX
onyxonenofo6Hbix 3a060feBaHNN U UCTUHHBIX OMNyXonen
cKeneta — 3K30CTO30B, XOHAPOCAPKOM, MeprOCTaNibHOM
OCTeOCapPKOMbl, OCTe0b6/1aCTOKIACTOMbI, Helpodunbpo-
MaTo3a. [mcronornyeckoe ncciefoBaHme NMeeT pelLlato-
Lee 3HaYeHVe B NMOCTAaHOBKE AMarHo3a v onpegeneHus
TaKTUKM NeyeHus. Llenb nccnepgoBaHmA: aHanms Manon
KNMHNYECKON Cepun MHOMECTBEHHOIO XOHAPOMaTo3a
Kocteln (6onesHn Onnbe) pefKkow fokanusauuu y pae-
Tei. MaTtepuanbl u meToAabl uccnegoBaHus. B pabo-
Te npeacTaBfieH PeTPOCneKTUBHbIN aHanu3 3 ciy4vaes
MHOXECTBEHHOIO XOHAPOMATO3a KOCTEN C MOpaXKeHVEM
pebepHOro Kapkaca y [feTei, NpuBeALWnX K Pa3BUTUIO
opToneanYeckmx 1 NysbMOHONIOrMYECKUX OCIOXKHEHW.

PesynbTatbl uccnegoBaHusA. Bo Bcex cyyaax guMarHos
BepndMLMPOBaH TMCTONONMYECKU. Xupypruyeckoe ne-
YyeHrie NO3BONUIIO YCTPAHUTD »Kaslobbl 1 MOTEHUMANbHYHO
BO3MOXHOCTb MaJiMrHM3aLmmM XOHAPOM, HO MNpUBEeNo
K pa3BUTMIO BTOPWYHOW OpTOMeaMYeckor naTonoruu.
BbiBoabl. [pefcTaBneHHble NPUMEPbl AEMOHCTPUPYIOT
pa3Hoobpasne KIUHUYECKMX MPOABMEHNA MOParKeHUN
pebepHoro Kapkaca npu 6onesHu Onnbe y geten — ot
MUHUManbHbIX A0 KpalHe arpeccusHblX, TpebytoLmx
npexae BCero NCKMoUYeHNs MaJIMrH1M3aumm XOHAPOM yxe
B paHHEM BO3pacTe, YTO HEBO3MOXHO 6e3 MX MOJSIHOro
yhaneHus. JledyeHue Takux feTell He JOMKHO OrpaHnym-
BaTbCA TONbKO XMPYPruyeckom Koppekuuen, ana ynyu-
LIEHNA MPOrHo3a Heobxoaumo HabnogeHWe neauaTpa,
OHKOJOra v reHeTuKa.

KnioueBble cnoBa: 6osie3Hb Onnibe y feTteil, MHOXe-
CTBEHHbII XOHAPOMATO3 KOCTel, AWCXOHAPONNasus,
XUPYPrua rpyaHoON KneTku

Summary

Multiple bone chondromatosis (Ollier’s disease) is 2 times
more common in girls and most often manifests itself in
childhood from 1 to 5 years, less often in adolescence. In
clinical practice, enchondromatosisis usually divided into
3 options, Ollier’s disease, Maffucci’s syndrome (with the
highestriskof malignisation),andlesions of predominantly
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small bones of the hands. In adulthood, almost in half of
cases detected (48%) the disease is exarcerbated by ma-
lignisation of one or several foci consecutively. Ollier's dis-
ease needs to be differentiated from multiple hereditary
tumour-like diseases and true tumours of the skeleton,
exostoses, chondrosarcomas, periosteal osteosarcoma,
osteoblastoclastoma, neurofibromatosis. Key in diagnos-
ing and defining the treatment tactics is histological ex-
amination. 3 patients aged from 19 months to 16 years
were operated for multiple chondromatosis with affected
chest wall complicated by orthopedic or pulmonary dis-
orders. The diagnosis was confirmed by morphological
study. Objective. The analysis of a small clinical series of
multiple bone chondromatosis (Ollier’s disease) of rare lo-
cations in children. Materials and methods. A retrospec-
tive analysis of 3 cases of bones’ multiple chondromatosis
with rib cage involvement in children is given, that led to

orthopedic and pulmonary complications. Results. Inall-
cases, the diagnosis was veri fiedhistologically. Surgical
treatment allowed to resolve complaints and potential
chondromas’ malignisation, however, gave rise to sec-
ondary orthopedic pathology (spinal deformity) in one
case. Conclusions. The examples presented demonstrate
diverse clinical manifestations of rib cage lesions in chil-
dren with Ollier's disease — from minimal to highly ag-
gressive, demanding, first and foremost, exclusion of
chondromas’ malignisation at early age; and this is impos-
sible otherwise than by total resection. Treatment of such
children should not be limited to surgical correction only;
to improve prognosis, constant monitoring is needed by
pediatrician, oncologist and geneticist.

Key words: Ollier’s disease in children, multiple bone
chondromatosis, dyschondroplasia, thoracic surgery

BBepgeHune

SHXoHApomMaTos [6onesHb Onnbe (Onbe, Ollier), MHO-
>KECTBEHHbIM XOHAPOMATO3 KOCTeW, AUCXOHAPONIasua
kocTel, kog no MKB-10 Q78.4] — pefkoe BpoOXAeHHOe
cucTeMHoe 3aboneBaHvie CKeneTa U3 reTeporeHHoNn rpyn-
nbl MeTadu3apHbIX XOHAPOAUCMNA3WI, XapaKTepusyio-
Wweecs 3aMenneHHOW U M3BpaALleHHON occumburKaumen
xpAwa [1-5]. Tem He meHee 3a nocnegHue 10 net npea-
CTaBNIeHO 0KoJ10 40 HabNOAeHWI I MHOXKECTBEHHOIO XOH/-
pomaTto3ay geTen [6—-8], HO NOpPaXkeHWA 0CeBOro ckeneTa
paccMaTpMUBalOTCA KaK YHUKabHble, YTO NO3BONAET HaMm
npencTaBuUTb COOCTBEHHYIO CEPUIO CJTyYaEB MHOXECTBEH-
HOro XOHAPOMAaTO3a, NPOTEKABLUErO C NOPAXKEHMEM pe-
6epHOro Kapkaca y geTei pasHoOro Bo3pacra.

B petckoin xupypruyeckon knuHuke OIBY «CaHKT-
MeTepOyprcknii  HayYHO-UCCNefOBaTENbCKUN UHCTUTYT
dTm3nonynbmoHonorun» MmnHsgpasa Poccum 3a nepuog
c 2013 no 2019 r. Habnoganucb 3 naumeHTa (2 AeBOUYKN 1
1 Mmanbuuk) B Bo3pacTte oT 1 roga 7 mec go 16 1eT C 0CNIOX-
HEHHbIM TeYeHMEM paHee He YCTaHOBIEHHOIO MHOKeCT-
BEHHOIO XOHAPOMaTo3a Koctei (6one3Hn Onnbe). Hu
B O[IHOM CJTyYae He OTMeYeHO Kaknx-nmbo ocobeHHocTel
6epeMeHHOCTI, POAOB, HACNeACTBEHHOrO aHaMHesa ”
pa3BUTUA AEeTeN 4O MepBblX NPOABNEHUI BOME3HN, YTO
NMo3BOJIAET OCTAaHOBUTHCS COOCTBEHHO HA OMUCAHUK Na-
TONOrUN.

KnuHnyecknin cnyyai N 1

MaumenTka T., BO3pacT 1 rog 7 mec. Bnepsblie ocmoT-
peHa XMpyprom no MecTy »KUTeNbCTBa B BO3pacTe 3 mec
B CBA3M C Xanobamu pogutenein Ha gedopmaLmio feBoi
MOMOBUHbI TPYAHON KNeTKn U 6ecnokoncTBo pebeHka B
MOMOXEHUN Ha NeBOM GOKy. Npy PeHTreHoNornYeckom

N KoMMbloTepHo-ToMorpaduryeckom (KT) obcnegoBaHmm
rPyAHON KNeTKW, BbIMOIHEHHOM B 3TOM BoO3pacTte (opu-
rMHanbl NEPBUYHBIX UCCIeOBaHUI He NPefoCTaBeHbI,
MMEeIoTCA TOSNIbKO UX OMKMCaHUA), BbiiBNeHbl 06pa3oBaHus,
MAEHTUPUUNPOBAHHBIE KaK «MHOXKECTBEHHblE KOCTHO-
xpsLeBble 3k3ocTo3bl» lll, V pebpa cnpasa un VIl pebpa
C/leBa, HanpaB/ieHHble B MJIEBPasibHYO MONOCTb C KOM-
npeccrien TKaHy erkoro. KoHCynbTMpoBaHa OHKONOMOM,
JaHHbIX, CBUAETENbCTBYIOLMX O 3/I0KaYeCTBEHHOM 3a00-
NeBaHuW, He BbIABNEHO.

MoBofoM K HanpaseHno pebeHKa B AeTCKYI XUpyp-
rmueckyto KnnHuky CrNé HAN® asunucb nporpeccuposa-
Hue gedopmMaumm, 6eCnoKOMHBIN COH U Xanobbl Ha 601K
B NeBOVi MONOBMHE FPYAHON KNETKN NPW akTUBHbIX 4BU-
KeHuaAx u 6ere. KnMHMYeCKnin ocMoTp BbisiBU edpopma-
L0 TPYAHOW KNETKN 1 YMEPEHHY0 601e3HEHHOCTb Npu
nanbnauum B npoekuun VI-VIIl pebep cnesa; HapyLueHWN
3KCKYPCUUN TPYAHOW KNETKU He O6HapyXeHo. O6wun un
BGUOXMMMNYECKNIA aHaNn3 KPOBM B Npefiefiax BO3pacTHOM
HopMmbl. Mpn peHTreHorpadrv OpraHoOB rPyfHON KieT-
Kun (puc. 1, a) Ha poHe nNeroyHbIX Nonew ¢ ABYX CTOPOH
OTMEYaloTCA TeHW, COOTBETCTBYIOLUME MATONIOrNYECKNM
obpazosaHuam. Mo KT (puc. 1, 6, 2), oLeHeHHbIM B CpaB-
HEHUWN C OMUCAHWAMY UCXOAHBIX AaHHbIX, OOHAPYXeHO
3HaunTeNIbHOE YBeNMyeHne obpa3oBaHMA, NCXOAALLEro
n3 VIl pebpa cnesa (c 26x40x49 go 35x45%x56 mm), co
CHV>KEHMEeM MHeBMaTM3aunn Npunexallen TKaHu Nerko-
ro. O6pasosaHus lll n V pebep cnpasa He UMeIOT cylue-
CTBEHHOW AVHAMUKW B NpoLiecce HabnogeHns (pa3mepbl
12%20%18 1 6X3X7 MM COOTBETCTBEHHO).

Ha ocHOBaHWMN KNMHWKO-NyY€BOWN KapTUHbI YCTaHOB-
NeH AMarHo3 MHOXeCTBEHHOro XOHAPOMaTo3a KoCTew
(6onesHb Onnbe). B cBA3M ¢ ManbiM Bo3pacToMm pebeH-
Ka, Hanuuvem pfedopmauun rpyaHor KneTkn, ObicTpbim
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yBenMYeHneM pa3MepoB OHOro 13 obpasoBaHuii 1 6o-
NEeBbIM CMHAPOMOM MPUHATO PELUEHVE O MPOBeAeHUN
nevyebHO-AMArHOCTMYECKOW onepauun B obbeme ygane-
HUA KNVHWYECKU Hanbosiee 3HauMMOro HoBoobOpa3oBa-
HMA. BbinonHeHa TopakoToMuA cfieBa, OBHapy»KeHa nc-
xopasAwasn u3 nepegHero otaena VIl pebpa oTrecHALWas
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nerkoe nyjoTHas OKpYyrio-byrprcras onyxosb pa3mMepom
56x45%35 Mm ¢ «wmnamu» go 3—-4 mm, NnpopacTawnumm
HaIKOCTHULY pebpa 1 napueTanbHyto nnespy. Onyxonb
pe3eunpoBaHa MOMHOCTbIO B Npefenax 340POoBbIX TKa-
Hel, eanHbIM 6N1OKOM C HAAKOCTHULEN U Npuexalyen
yactbto VIl pebpa (puc. 2).

Puc. 1. PeHTreHorpamMmbl () 1 KOMNbIOTEPHbIE TOMOTrPaMMbl FPYAHOIA KNEeTKN nauneHTki T. B Bo3pacTe 1 roga 7 Mec ¢ BbiBefieHMeM 06pa3oBaHuid
VIl pe6pa cnesa (6), lll nV pebpa cnpasa (8)
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Puc. 1. OkoH4aHne. PeHTreHOrpammbl 1 KOMNbIOTEPHbIE TOMOrPaMMbl FPYAHOI KNeTKW naumeHTKu T. B Bo3pacTe 1 roga 7 Mec C BbiBeAEHUEM
o6pazosaHuit (cTpenku) Il n V pebpa cnpasa (r)

Puc. 2. Makpockonuyecknii npenapar W ructonoruyeckas KaptuHa ynaneHHoro 06pasoBaHus: @ — (poTorpadms peseuyupoBaHHOro pebpa ¢
OMyX0J1bi0; 6 — rMANIMHOBbIN XPALL, C YTOMNLLEHHON HAAXPSALLHNLEN (OKpacka reMaToKCUIIMHOM 1 303MHOM, x100); B — occudukauus 6asanbHbix
OTAEN0B XpALLA (OKpacKa reMaToKCMIMHOM 1 303MHOM, x200)




Mpy rMcToNnorMyeckoMm mMccnefioBaHny obHapy»KeHa
TKaHb XOHAPOMbI (puc. 2, 6, 8) ¢ occudrkaumen 6asanb-
HbIX OTAENoB XpAwa. MocneonepaurioHHbIN Nepuog npo-
Tekan 6e3 OCIOKHEHWI, OPEHVPOBaHVEe MeBpasbHON
NosnocTV MPOBOAWIOCH B TeUEHME CYTOK, MPaKTUYeCKn
6e3 oTaensemoro.

Yepes 6 1 9 mec nocnie onepauum Npvi OTCyTCTBIN pe-
LuuaviBa OMyxosnu C/ieBa BbISIBIEHO YBEJIMYEHUE pa3Me-
poB obpasoBaHuA Il pebpa cnpasa (c 12x18x20 go
15%25%30 MM COOTBETCTBEHHO), B CBA3M C YEM B BO3pac-
Te 2 neT 4 Mec BbINOIHEHO yAaneHne o6pasoBaHuA ne-
penHebokoBoro otpeska lll pebpa cnpasa. Kak n npwu
nepBoii onepawmu, 06pasoBaHvie 6bI10 NAOTHO CMAsHO C
napueTtanbHon nnespol. [ocneonepaLOHHaA peHTre-
HOrpaMma 1 AaHHble TMCTONOrMYECKoro uccnefoBaHna
yhaNeHHoW onyxonu npepcTaBeHbl Ha purc. 3.

MocneonepalnoHHbIV Nepuog NpoTeKkan 6e3 oCyIox-
HeHWiA, pebeHOoK Obln BbINUCAH Ha 7-e CyTKK nocse one-
pauuun. B TeueHne 4 neT gUHaMMYecKoro HabnopeHus
rnocsie NepBoi onepauun peLunanea onyxonei Het, 0b-
pa3oBaHue B obnactn V pebpa cnpaBa octaeTca 6e3 au-
HaMUKK.
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KnuHnueckunin cnyyai N2 2

MauneHTtka H., 16 net. BnepBble nokanoBanacb Ha
60511 B NIEBOW pyKe Mociie TpaBMbl (MafileHne Ha CrUHY).
[lo rocnutanusaumy HenoCcToAHHbIe 6ONKN B NEBOW pyKe
1 NIeBOW NONOBMHE FPYAHON KNeTKM 6eCnoKouny OKomno
1 rofia, CONPOBOXAANNCb OrpaHNUYEHNEM pPa3rmbaHnsa 1
OTBEfEHNA PYKM B NPaBOM MieyeBom cyctase. [pu knu-
HUKO-NabopaTOPHOM MCCNefoBaHUN U HeBpoJsiornye-
CKOM OCMOTpPE OTKIIOHEHWIN OT BO3PACTHO HOPMb, B TOM
yncne NopakeHnA CNMHHOIO MO3ra 1 ero KOpeLLKoB, He
BbIAB/IEHO.

Ha KT rpyaHoi KneTkn obHapy»KeHbl MHOXECTBEH-
Hble 3K30CTO3bl JIEBOW 1 MpaBo nonatok, Il n V pebep
cnesa (puc. 4).

3anofo3peH MHOXECTBEHHbI XOHAPOMaTO3 KocTel
(6onesHb Onnbe). BcneacTere nosABeHUA B NOAPOCTKO-
BOM BO3pacTe *anob nauneHTKN, a TakKe BO3MOXHOCTU
ManurHM3auumy NPUHATO peLleHne O neyebHOo-AamarHo-
CTYecKon onepaunm B obbeme yaaneHus 06pa3oBaHMN
NEeBOW SlonaTKn 1, CUMynbTaHHo, V pebpa cnesa. MicTo-
NIOrnyeckoe nccnefoBaHne onepaunoHHOro matepuana

R
v

Puc. 3. PeHTreHorpamma rpyfHoil KNeTkm (a) Ha 2-e CyTKW nocne onepauuy n rucTonornyeckuii npenapar yaaneHHoro 06pa3osaHus (6) naumneHT-
ku T., 2 roga 4 mec. B npenapare — y4acTki rnaniHoBOr0 XpsiLLa, NOKPLITOr0 YTONLLEHHO HagXPALLHNLEH, C HANNYMEM YMEPEHHbIX MPOSABIEHWIA
aHM30KOPUU XPALLEBbLIX KNETOK 1 occudmkaLmen 6aanbHbix 0TAen08. OKpacka reMatoKCUAMHOM M 3031HOM, X100
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Puc. 4. O6pa3osaHus nesoit nonatku, Ill n V pebpa cnesa: a, 6 — MynbTUCIMPaANbHbIE KOMMbIOTEPHbIE TOMOrPamMMbl; B — 3D-KOMMbOTEPHAs
TOMOrpamma

NMOATBEPAUNIO AMArHO3 XOHAPOMATo3a, 6e3 NMpU3HAKoB
ManurHmsaymn. B nocneonepaunoHHoM nepuroge otme-
YeHO MOJTHOE KyNnMpoBaHMe 60NEBOrO CMHAPOMA, BOCCTa-
HOBJIEHME 0ObeMa ABVKEHMI NOPaXKEHHON KOHEUYHOCTH.
Cpok HabnoaeHWs 3a nauneHTKon coctaBun 12 mec. I¢-
$EKTMBHOCTb JleueHnA MOATBEPXKAEHA CPOKOM Mocie-
onepauynoHHOro MOHUTOPWUHra.

KnuHunueckoe Ha6nogeHne N2 3

MaymeHT [., ocmoTpeH B Bo3pacTe 1 roga. ObpasoBsa-
HMe No 3aiHel NOBEPXHOCTU rPYAHON KNeTKM CnpaBga 3a-
MeueHOo poanTenAamn B Bo3pacTe 3 mec. B Bo3pacTe 6 mec

npu KT BbifABNEHbl ABYCTOPOHHUE BHYTPUTpPYAHble 00b-
eMHble 06pa3oBaHMA C POBHLIMU YETKUMYU KOHTypamu,
HEOOHOPOAHOW CTPYKTYpbl, He HaKkamnaMsalwme KOH-
TPacTHOE BELLEeCTBO, NCXOAALLME N3 HUMKHEN MOBEPXHO-
CTU 3agHMX oTpe3KoB Il (MaKCcMManbHbIA INHENHBIN pa3-
mMep 1,3 cm), Il (1,9 cm), IV (2,4 cm) n VI (2,3 cm) pebep
cnesa 1 VII (6,9 cm) n VIl (1,5 cm) pebep cnpasa. Obpaso-
BaHMA B OCHOBHOM PacMoOfoXeHbl B rPYAHON MOMoCTy,
YACTUYHO — B MAMKNX TKaHAX rPyAHON CTeHKU. MHounb-
TPaTUBHbIX 1 OYAroBbIX N3MEHEHUN NIerKnxX, yBennyeHus
BHYTPUIPYZHbIX U nepudepuyecknx numdbaTnyeckmx ys-
NOB B 30HE UCCNEL0BaHUA He BbIBNIEHO (puC. 5).
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Puc. 5. ®poHTanbHble (a), caruttanbHble (6, B) U akcuanbHble (1, 4) cpesbl KT rpyaHOii KNeTku, BU3yanuaupyoLLme nexoasiune u3 peéep MHOXecT-
BEHHbIE [IBYCTOPOHHME 06bEMHbIE 06PA30BaHMSA C BHYTPUIPYAHbIM PACNPOCTPAHEHNEM

Mo pgaHHbIM MPT Hanbonbluee MO pa3mepy BHYTPU-
rpygHoe obbemHoe obpa3oBaHue pa3mepoM 69x57X
X60 MM KOMMOPUMUPYET npunexatyme oTaesbl NpaBoro
nerkoro, npuneras K tenam nossoHkos Th,~Thy, n ge-
dopmumpya no3BoHoUHMK. ObpallaeT Ha ceba BHUMaHMe
Bblpa)KeHHasA HeOLHOPOJHOCTb CTPYKTypbl obpa3oBa-
HUA C HaINYMEM KUCTO3HOIO U CONMMAHOIrO KOMMOHEH-
TOB, UTO NMOATBEPXKAAIOT FOPU30HTaNIbHbIE MIMHUN pa3fe-
na cpep B ero CTpykType (nccnepoBaHvie B MONOXKEHUN
Ha cnuHe). MHoXecTBeHHble 06pa3oBaHMA MeHbLUNX
pa3sMepoB CO CXOAHbIMU CUMHANIbHBIMU XapaKTepucTu-
Kamu, Ho 6e3 ropu3oHTasbHbIX TMHWUI pa3gena cpes Bbi-
ABNAOTCA cneBa (puc. 6).

KomnnekcHbIi aHanu3 nyyeBbiX AaHHbIX No3BonaeT
3anofo3puUTb MHOXKECTBEHHBIN XOHAPOMATO3, HO He-
06bluHasA CTPyKTypa obpasoBaHuii VIl pebpa cnpasa Tpe-
6yeT WCKMUYEeHUA 3M10KauyecTBEHHON TpaHcpopmaLmm
(BTOpUMYHOW XOHZpPOCapKoMmbl). Mpun 3aKpbiTon broncun
(BbIMONHEHa B BO3pacTe 9 Mec) MPU3HAKOB ManurHusa-
LMW He BbIABMIEHO, YCTAHOBINEH AnarHo3 6onesHn Onnbe.
B Bo3pacTe 10 Mec BbINOIHEHA PEKOHCTPYKLUMA FPYLHON

KIeTK1: TOpaKoToMKA CnpaBga, yaaneHne obbemHoro ob-
paszoBaHus c pesekuuein VI, VIl pebep, Topakomumonna-
CTVKa TOCKYTOM 13 LWMpOoYaiLei MbiwLbl civHbl. Mopdo-
norvyeckoe nccnefoBaHne onepaLmoHHOro matepuana
BbIABMIO MPU3HAKM SHXOHAPOMbI C BTOPUYHBIMWA aHEB-
pu3MaTUYecknmMm Kuctamu. B npouecce HabnogeHna Ha
npotaxeHnn 1 roga oTMeYeHO yBeinyeHne pa3mepoB
onyxonu VI n VIl pebep cnesa. B ogHOM 13 3apy6exxHbIx
KNWHVK BbIMOMIHEHA BNAE0ACCUCTMPOBAHHAA TOPAKOCKO-
nuA cnesa c ee yganeHnem. lNocneonepaunoHHbIN nepu-
o 6e3 ocobeHHOCTEN.

lmcTonornyeckoe 3aknoyeHne NoATBEPANIO Hanw-
yme SHXOHAPOM 6e3 Mpu3HaKoB ManurHmszaumm. Ha KT
yepes 1,5 mec nocne onepaumm NPU3HAKOB peunanBsa
onyxonen He BblAABNIEHO, OTMEeYEeHbl MocCsieonepaLoH-
Hble M3MEHEHMA CO CTOPOHbI pebepHOro Kapkaca rpyga-
HOW KNeTKW C 06erX CTOPOH, a TaK»Ke HapacTaHue gedpop-
Mauuy NOo3BOHOYHMKa (puc. 8).

PebeHok HaxoauTCcA noj AvHaMMYecKUm Habnioge-
H/EeM C BO3MOXHOCTbIO XMPYPrmyeckon Koppekuum ge-
dopmaumm No3BOHOYHMKA.
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Puc. 6. MarHnTHO-pe30HaHCHbIe TOMOrpaMMbl FPYAHON KNETKWU. KOPOHambHbIiA (), caruTTanbHbIn (6) U akCuanbHbIi (B) CPe3bl HA YPOBHE 06pa-
30BaHWA B NPaBOM reMuTopakce; r — caruttanbHbli MPT-cpe3 Ha ypoBHe 06pa3oBaHuii JIEBOT0 reMuTopakca

O6cyxaeHe pe3yNbTaToB 1 3aK/ioYeHne

MpUYMHBI MHOXECTBEHHOTO XOHAPOMATO3a KOC-
Tell 0O KOHLUa Heu3BecTHbl. HecmoTpa Ha oTcyTCTBME
[OCTOBEPHbIX AaHHbIX O TUMAaX ero HacneAoBaHMs, onnca-
HO HeCcKoJbKO ceMeliHbIx cnyyaes, a V. McKusick n A. Ru-
bin, Z. Friedenberg (1967) cBa3bIBalOT ANCXOHAPOMIA3MIO
Onnbe C ayTOCOMHO-AOMWHAHTHbIM TUMOM C HEMOJHOM
neHeTpaHTHOCTbIO reHa [1]. PAg aBTOpoOB yKa3biBaloOT Ha
reHeTnyeckne abeppaunm — reTepo3nroTHble MyTauum
B reHax PTHR1, IDHT v IDH2, npn 3TOM CeKBEHMPOBaHMe
[HK npopaeMoHcTprpoBano naeHtTuyHble mytaumm IDHT

B 000MX BTOPUYHbBIX Fr€HAX XOHAPOCAPKOMbI U afEHOMbI
runodusa [4, 9]. OTMeueHO TakXKe, UTO MyTaLUA B reHe
PTHR1 He siBnsieTcA npuunHomn 6onesHn Onfbe, a TONbKO
cnocobcTByeT ee BO3HMKHOBeHMIO [4, 10, 11], B TO Bpemsa
KaK Npu ManurH13aumm XoH4poM B XOHAPOCapKoMax 06-
HapyXeHbl YyBeNn4YeHne KonmyectBa reHeTU4eCcKnx anb-
Tepauun 1 NoTepsa reTepo3nroTHOCTN Xpomocom 9p, 64,
59 n 3p, YTO NOATBEpPKAAET NpeAcTaBieHe O MHOTOCTY-
neHyaTom mogenu ux passutua [7, 10, 11].
Mpepnonaraemasn YacToTa MHOXKECTBEHHOIO XOHAPO-
MaTo3a KocTel oueHmBaeTca Kak 1 Ha 100 TbiC. yenoBek
[4, 7]. PaHee cuuTanocb, 4to 3aboneBaHue BOBOE ualle
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Puc. 8. 3D-komnblOTEpHbIE TOMOrpaMMbl FPYAHON KIeTkn Yepes 1,5 mec nocne onepauuu (a, 6)

nponABnAeTca y AeBouyek, 06bluHO — B BO3pacTe oT 1 Ao
5 nert, pexe — B toHowWecKkom Bo3pacTe [1, 8, 12, 13]. Oa-
HaKO MCTOPMYECKUN CNOXKMBLLEECA MHEHME OKa3anocCh He-
BEPHbIM: MHOKECTBEHHbIN XOHAPOMaTO3 KOCTEN COCTaB-
naet 1,1-5% Bcex nepBMYHbIX Onyxonen M ANCAIasnui
cKenetay B3pOC/blX, NpenmyLeCTBEHHO AMarHoCTupyeT-
CA Y MYXUVH, NOYTU B NONIOBUHE CnyyaeB (48%) ocnox-

HAACb MaJIMTHM3aLMen OAHOrO UM HECKOJNbKKX OYaros,
B TOM Ynciie HecuMynbTaHHOM [2, 8]. Y eHwWmH 6onesHb
HepeaKo COMPOBOXAAKT OMYXONU MOSIOBOrO TAMa AWY-
HUKOB — FpaHyne3oKeTOYHblE ONyXOsK, TEKOMbI, pexe
aHgpobnactombl [2, 9].

BrnepBble TepMUH «gMCXOHAPOMNNa3Ma» Obin npegno-
»eH dpaHLy3ckum xupyprom L. Ollier, KoTopblin npuumncnmn
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Knaccndpumkauma mHOKeCTBEHHOro XOoHApoOMaTo3a KocTel

Tabnuya

Tun
TpuHATOE KNMHUYECKOe Ha3BaHue KnnHuyeckue ocobeHHOCTH
no Spranger p
Tun | bonesHb Onnbe MHOXeCTBEHHbIE 9HXOHAPOMbI TPY64aTbIX U MIIOCKUX KOCTE, MPEUMYLLECTBEHHO
C OLHOCTOPOHHEN noKanusauuei
Tun Il Cuuapom Madhdpyyun To e, 410 1 60ne3Hb OnMbe, aCCOLNNPOBAHHASA C FeMaHrMoMami
Tun 1l MeTaxoHapomaros MHOXXECTBEHHbIE 3HXOHAPOMbI 1 3K30CTO3bl
Tun IV CnoHANNo3HxoHApoauCnNasmns MHOXXECTBEHHbIE 3HXOHAPOMbI C BbIPAXXEHHON NNaTUCNOHANNNER
Tun 'V OHXOHAPOMATO3 C NOPXeHUAMI N03BO- | MHOXeCTBEHHblE SHXOHAPOMbI C AUCNa3Keit Tefl N03BOHKOB
HOYHMKA
Tun VI PaHHWi reHepann3oBaHHbI MHOXeCTBEHHbIE QHXOHAPOMbI C TSXKESTbIM MOPAKEHNEM KOHEYHOCTEN, HE3HAYM-
XOHpOMaTo3 TeNbHOW NNaTUCNOHANNNEN, 3p03ueil NOAB3A0LIHOIO rpebHs

K Hell, MOMVMO TUMUYHBbIX MHOXECTBEHHDBIX XPALLEBbIX K-
30CTO30B [A/IMHHbIX TPYyOuaTbiX KOCTEN, OMMUCaHHbIA ApY-
MMM aBTOPaMM pPaHee «MHOXKECTBEHHbI XOHAPOMATO3
Kucten» [4, 7, 14, 15]. B pycckoA3bIYHON NuTepaType 0aHO
13 NepBbIX COOOLLEeHNN 0 BONbHOM C PaCcNpPOCTPAHEHHOW
dopmoit ancxoHgpornnasum npeactasun M.I. AragKaHoB
UyTb paHblue CTaBLUen Knaccuyeckon nyonukauumm L. Ollier
(1899) [10, 14].

J.W. Spranger n coasT. (1975) onybnukoBanu knaccu-
duKaumo, 6asnpyoLLYyOCA Ha PEHTIEHONOMMYEeCKol Kap-
TVHE, aHaTOMMYEeCKOW noKanusauum un crnocobe Hacne-
[OBaHUA 60ne3HU, BbIAENVB LLEeCTb TUMOB SHXOHAPOMATO-
30B, BYM 113 KOTOpPbIX (Tvnbl | 1 1I) Gbinn AaHbl ycToABLIMECA
K 3TOMY BpemeH/ cobCTBeHHble MeHa (Tabnuua) [7].

HecmoTps Ha 3Ty KnaccndurKkaumio, B KIVHNYECKON
MpaKTMKe Yalle MUCMoNb3yT AeneHne SHXOHAPOMAaTo3a
Ha Tpu BapraHTa — 6one3Hb Onnbe, cuHapom Maddyu-
un (c Hanbornee BbICOKM PUCKOM ManurHu3aumm) u no-
paXkeHrie C MPerMyLLEeCTBEHHbIM BOBMIEYEHUEM MENKNX
kocten knctum [3, 4, 6, 11]. MepBble ABa nNpepcTaBnAlT
AVCMNNa3snio CKesleTa, B TO BpeMs Kak TPeTui cumTaeTcs
CconuTapHbIM NopaxeHuem [3, 16].

TunuuHyto 6onesHb Onnbe OTHOCAT K MeTadm3ap-
HOW AUCNNa3nmn, B OCHOBE KOTOPOW NEXUT HapylleHune
SHXOHApanbHOro pocta Metadr3oB NpPU OTHOCUTENb-
HO HOpMasbHbIX 3nMdM3ax 1 NO3BOHOUHMKe [1, 3, 12,
13, 17]. HopmanbHbIi Ha HayanbHOM 3Tane 3Mb6puro-
HaJIbHOTO Pa3BUTUA Mpouecc nponudepaunn dHXOH-
JpanbHOro xpsla B npolecce pocta He nepexoauT B
¢$a3bl OObI3BECTBNEHNA U OKOCTEHEHWA, B pe3y/bTa-
Te yero HeoccndULMPOBaHHblE XpsLieBble Macchbl Mo
Mepe pasBUTUS CMeLlaloTca B MeTaanadusbl n gnadus,
dbopmMmpyAa nocTeneHHoO yBenuymBawoLmnecs odWwmpHble
XpsALeBble BKNoueHus [2, 13, 17], «B3gyBatoLme» KOCTb.
Takum 06pa3om, MOXKEeT MopaxaTbCsA MPAKTUYECKN ito-
6an KOCTb, NpOXoAsALan XPALWEBY CTaAuUio Pas3BUTUA,
YTO 0OBACHAET pa3HoOOpa3mMe B pacnpPoOCTPaHeHNN Kak

€OVHNYHDBIX, TaK M MHOXECTBEHHbIX XPALEBbIX O4aros
[1,2,3,18].

Dedopmauun ckeneta valle HabnopaTCA Npy Nopa-
YKEeHUAX ANIMHHBIX TPYOUaTbIX KOCTEN, pexe — nepudepu-
YeCKMX YYaCTKOB NIocKmx KocTen [13, 19], moxeT BCTpe-
YyaTbCA Kak OQHOCTOPOHHEE, TaK U BYCTOPOHHEE, B TOM
yncne CUMMeTPUYHOE NopakeHne ckeneta [3, 12, 13]. 3a-
6oneBaHVe NPOABNAETCA MOSABNEHNEM OMYXONEBUAHbIX,
nHorga 6onesHeHHbIX MHOGUNBTPATOB. B ANMHHBIX KOC-
TAX XOHZAPOMbI BbIFIAAAT KaK OnyxosienofobHble Macchl,
B MENKMX — KaK NUTUYEeCKne nonmoccanbHble gedekTbl.
Haunbonee yactbiMy cumnToMamu y ieTeli ABAAIOTCA YKO-
poueHve 1 gedopmaLma KOHeYHOCTel, B NpoLecce poc-
Ta NprBOAALLME K rpyObIM aHaTOMUYECKUM 1 GyHKLMO-
HanbHbIM U3MeHeHuAaM [1, 3, 4, 12, 14, 18], B TOM uncne
XPOMOTE 1 OFPaHNYEHMIO ABVMEHMWI BMNAIOTb A0 MOSIHOrO
06e3gBMXMBaHuA [2, 11, 14]. Ha poHe ncToHUeHMsA KopTu-
KanbHOro CNosA Aaxe Npu He3HaunMTeNbHON TpaBMe MOryT
BO3HMKaTb NaTtonoruyeckme nepenomsl [1, 3, 4, 16, 20].

KpaliHe pefko nopakatoTcA MO3BOHOYHUK U KNIOYK-
ubl [7, 12, 19, 21, 22]. K Ta>KenbiM OCNOXHEHUAM CO CTO-
POHbI OCEBOTO CKeneTa, BKYaa AepopmaLimio rpyaHon
KNeTKW, CKONMO3 M KPUBOLLEK, MOTYT MPrBOAWUTb MO-
paxeHusa pebepHOro Kapkaca 1 no3BoHKoB [21, 23-25].
OnurcaHo BO3HMKHOBEHVEe MHEeBMOHUI Ha pOHE rMnoBeH-
TURAUUKN, B TOM YuUCTie Befyllee K NieTajibHOMY UCXoAay,
MEXaHM3M KOTOPOro 0O6bACHAIOT B TOM YuMcsie KOMMpec-
CUel MbILWEYHbIX BOJIOKOH aKTUBHO Mponvdeprpyowm-
MW XOHAPOWUAHBIMWM MaccaMu C NOCeAyoWNM Pa3BUTH-
eM ancTpodun MexpebepHbIX MblLLL.

bonesHb Onnbe Heobxopgmmo AuddepeHUMpoBaTb
OT MHOXECTBEHHbIX HAC/IeICTBEHHbIX OMyX0NEeNOA00HbIX
3ab0neBaHN N UCTUHHBIX OMyXONeln cKeneta — 3K30-
CTO30B, XOHAPOCAPKOM, NEPUOCTANIbHON OCTEOCAPKOMbI,
0CTe0b1acToKNacToMbl, Henpodmbpomatosa [19, 25].
mcronornyeckoe nccnegoBaHve NMeET peLuatoLlee 3Ha-
YeHne B MOCTAaHOBKE AMarHo3a v onpegeneHun TakTukm
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neyvenwus [4, 7, 10]. NporHo3 3abonesaHna TPyLHO noaaa-
€TCs OLEHKe U3-3a KIMHMYECKOWN BapuabenbHOCTH, Npu
5TOM B HacTofLlee BpPeMA MHOXECTBEHHbI XOHAPOMa-
TO3 KOCTEW BblI3blBAET 6OJIbLUON NHTEPEC OHKOJIOrOB, TaK
KaK pacwndpoBKa ero natoreHesa MOXeT CTaTb KoYoM
K aKTVBHOMY NMpeaynpexaeHnio Manurinsaymm obpaso-
BaHWUIA.

MNpencTaBneHHble HaMK NPUMEPbl AEMOHCTPUPYIOT
pa3Hoobpasne KIAMHUYECKUX MPOABAEHWU MOpaKeHWi
pebepHoro Kapkaca npu 6onesxHn Onnbe y geTen — oT
MUHUMAJIbHBIX A0 KpalHe arpeccuBHblX, TpebytoLmx
npexae BCEro MCKAYEHUS MaNUMHM3aUUN XOHAPOM
yXe B paHHeM BO3pacTe, UTO HEBO3MOXKHO 6€3 UX MOSHO-
ro yganeHus. K coxaneHuto, o rocnmtann3aumm B Knu-
HUKY HM Y OQHOrO M3 NaLMeHTOB 3TOT AMarHO3 yCTaHOB-
NeH He 6bi1.

Xupyprus, oproneaus, TpaBMaTonorns

Mo-Bugumomy, cnegyet obpaTTb BHUMAHME TaKxke
Ha OTCYTCTBME YETKMX aNropuTMOB BeAieHNA Takmx nauu-
€HTOB, KOTOpble TpebytoT HabntoAeHUA He TONbKO XUPYP-
ra, Ho U NeAmMaTpPa, OHKOMOra, reHeTKa 1 MyfIbMOHOJOra.
Ha Haw B3rnsag, cBoeBpeMeHHas AMarHoCTKa MHOXeCT-
BEHHOr0 XOHAPOMAaTO3a [0 NOABMAEHNA BO3MOXHbIX Hera-
TUBHbBIX NMOCNELCTBUI MO3BOAET OCYLLECTBNATD KOHTPO-
NIMPOBaHHOE HaboAeHNe TakX NALMEHTOB 1 NMPUHATME
CBOEBPEMEHHDBIX TaKTMUECKMX PELLEHUIA.
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