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bonesHb Onbe npepcTaBnseT coboil pefkoe HeHacneACTBEHHOe 3aboNneBaHWe KOCTHOI TKaHW, XapakTepuayiolieecs no-
ABNIEHNEM MHOXECTBEHHbIX ,0OPOKaYECTBEHHbIX ONYX0Neil KOCTel — 3HXOHAPOM. OAHWUM W3 FPO3HBIX OCNOXHEHWIT JAHHON
naToNorun ABAAETCA NEPEPOXAEHME OMYyXOAU B XOHAPOCAPKOMY. Ha cerofHAWHUM feHb He cyLiecTByeT MeUKaMeHTO3HOro
neyeHus 6onesHu Onbe. Xupypruyeckoe BMELATENbCTBO NPOBOANTCA NPU €€ OCNOXHEHUAX (XOHAPOCAPKOME, NaToNoru-
YecKoM nepenome).

B cTaTbe npepcTaBneH KAMHUYECKUIA ClyYail NeYeHNs XOHAPOCAPKOMbI Y MyXUMHbI 42 NeT, pa3BuBLUeiica Ha GoHe Bones-
Hu Onbe, KoTopas 6Gbina BbiABNEHA Y NauueHTa B Bo3pacte 8 net. C 2021 r. OH OTMEYAeT UHTEHCUBHbLIA POCT OMyX0H
npaBoil CTOMbI U NeBoi rofeHn. B aBrycte 2022 r. naumeHT obpatuncs B PecnybnnKaHCKUI KTMHUYECKMI OHKONOTUYECKMiA
avcnaHcep Munsgpasa Pecny6nuku bawkoptocTaH. Mo gaHHbIM 06C1eA0BaHUA YCTAHOBNEHA CUHXPOHHAA MANUTHU3ALUA
3HXOHAPOM NPaBOW CTOMbI U IEBOW rONIEHU, YTO NOATBEPXKAEHO rMCTONOrMYecKnM nccnegosanmnem. C yueTom pacnpocrpa-
HEHHOCTW ONYXONM NPOBELEHO XMPYPruyeckoe neveHue. NpofonkaeTtcs HabnofeHWe 3a LPYTUMU 04araMm IHXOHAPOM.

KnioueBble cnosa: 6onesHb Onbe, 3HXOHAPOMATO3, XOHAPOCapKoMa

IOna uutuposaHua: 3amunos M.M., Menbwukos K.B., Mycun LW.W. n gp. KnuHnyeckuii cnyyait ne4eHns BTOPUYHOM XOH-
APOCapKoMbl KOCTHM, pa3BuBleiics Ha dGoHe 6one3Hun Onbe. CapKoMbl KOCTEN, MATKUX TKAHEX M OMYXONU KOXMU
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Ollier disease is a rare non-hereditary disorder of the bone tissue characterized by development of multiple benign
bone tumors — enchondromas. One of the dangerous complications of this pathology is tumor transition into chondro-
sarcoma. Currently, there are no drug therapies for Ollier disease. Surgical treatment is performed in case of complica-
tions (chondrosarcoma, pathological fracture).

The article presents a clinical case of chondrosarcoma treatment in a 42-year-old male with Ollier disease diagnosed
when the patient was 8 years old. Since 2021, the patient noted intensive tumor growth on the right foot and left calf.
In August of 2022, the patient sought medical help at the Republican Clinical Oncological Dispensary of the Bashkorto-
stan Ministry of Health. Examination showed synchronous malignant transformation of enchondromas of the right foot
and left calf confirmed by histological exam. Due to tumor advancement, surgical treatment was performed. Other en-
chondroma lesions are being watched.

Keywords: Ollier disease, enchondromatosis, chondrosarcoma
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BeepeHune

XOHAPOMBI — 3TO JOOPOKAYECTBEHHbIE OMYXOJIU Tha-
JIMHOBOTO Xpsiina. Yalle Bcero OHM pacrojiaralorces Ha ¢a-
JIaHTaX KUCTel. B penkux ciryyasix XOHIpOMBI pa3BUBAIOT-
Csl Ha TIOBEPXHOCTH KOCTH (IIEPHOCTaTbHBIC XOHIPOMBI).
OryxoJ1, JIOKaJIU3YIoIIuecss B KOCTHOMO3TOBOM KaHalle,
Ha3BIBAIOTCS dHXOHIApoMaMu. Cpeay HOBOOOpa3OBaHMiA
KOCTHOM TKaHM I10 9aCTOTE BCTPEUYaeMOCTH OHU 3aHUMa-
10T 2-€ MECTO IT0CJIE OCTEOXOHIPOM.

Bbonesns Onbe, WM 9HXOHIPOMATO3, — OTO PEAKOE
HEHACJICICTBEHHOE 3a00JIeBaHIE, KOTOPOE IMpEerUMYyIIe-
CTBEHHO pa3BUBaeTcd B 1-e¢ mecaTuieTve XusHu [1, 2].
JlaHHas 1TaToI0THS XapaKTepU3yeTcss HaTuIMeM MHOXKE-
CTBEHHBIX SHXOHIPOM (>3) M aCHMMETPUYHBIM ITOpaxe-
HUeM XpsiieBoii TkaHu. bone3ns Onbe mMeeT pa3HbIe
KIMHUYeCKUe GOpMBI B 3aBUCMMOCTU OT JIOKAJIM3AIINH,
pa3MepoB OITyXOJIe 1 HEOOXOMMMOCTHU XUPYPTUUECKOTO
nedeHus [2].

YacroTa 3a601€Ba€MOCTH SHXOHIPOMATO30M COCTaB-
nget 1 cyyaii Ha 100 ThIc. yenoBex [1, 3]. MctunHas pac-
IIPOCTPAHEHHOCTD TaHHOM ITaTOJIOTUM MOXET OBITh He-
CKOJIBKO BBHIIIIE, TIOCKOJIBKY TIpH €€ JIeTKnX ¢opmax (0e3
BBIPAXKCHHOM CKeJIeTHOU medopMallni) OHa He Bcerma
paccMatpuBajach Kak 6osie3Hb OJibe. D10 3ab0neBaHNe
BCTpeYaeTCs MPEUMYILIECTBEHHO Y MYy>XXKUMH [4].

Knaccugpukayus 3HxoHdpomamo3sa (no Lnpaneepy) [5]
Enchondromatosis classification (per Spranger) [5]

Tun 3HXOHIPOMATO32

Bonesns Onbe
Ollier disease

B maHHBIIT MOMEHT IUISI ONIpeeICHUS TUIIOB SHXOH-
JIpoMaro3a ucnoibiyercs Kinaccudukamusa Illmpaarepa
[5], ocHOBaHHAas1 HA JaHHBIX PEHTI€HOJOTUYECKUX UC-
CJIEHOBAaHUM, JIOKAIM3ALMU OITyXOJIEU 1 TUIIE HACIEI0BA-
Hust. B Tabmiie rpeacraBieHsl 6 TUIIOB SHXOHIPOMATO30B,
KOTOpPEHIE B OOJIBIIIMHCTBE CBOEM HE MMEIOT HACIeACTBEH-
HOM 3THOJIOTUH (CM. TaOJIUILY).

Yare Bcero 3HXOIPOMBI Pa3BUBAIOTCS B KOCTAX (ha-
JIAHT KHACTEH CTOII, IJIMHHBIX TPYOUAThIX KOCTSIX HIDKHUX
KOHeUYHOCTe#l (00IbIIe0epoBOii, OEAPEHHOM KOCTSIX),
peXe MopaxkarTcs TIOCKUE KOCTH (Ta3oBasi, pedbepHasd,
Jioraro4yHas) [6].

Manudecranus 3a60neBaHUsI HAYMHACTCS ITPEUMY-
IIECTBEHHO Ha 1-M romy xkxu3Hu. KilmHu4decku onpenessi-
IOTCSI HAPOCTHI KOCTHOM TKaHM Ha (paylaHTax ImajblieB KH-
CTE TN CTOIT, aCUMMETPUIHOE YKOPOUCHUE KOHEUHOCTH,
xpoMmoTa. B meTckom Bo3pacTe Y4acThIM OCIOXHECHHEM
MOTYT OBITh ITATOJIOTMYECKHE TIEPEIOMBL.

Borpoc maroreHe3a sHXOHAPOMATO3a Ha CETOMHSIII-
HUI IeHb OCTaeTCsI OTKPHITBIM. MOJIEKYJISIPHO-TeHETHIEC-
CKME€ MapKephbl, Beaylliue K pa3BUTUIO 3a00jeBaHusI, HE
ycTaHoBIeHbI. CaMoii U3BECTHOM Teopueil SIBISIETCS TO, 4TO
SHXOHIPOMBI IIPEACTABIISIIOT CO00I IIepeMeIICHHBIE OCTaT-
KM HOPMAaJIbHBIX KJIETOK XpsiieBoil Tkanu (H.L. Jaffe
u L. Lichtenstein, 1943) [7]) 1 mosBIsSIIOTCS M3-3a HAPYIICHU I

Kimanyeckue nposiBiieHust

MHoXecTBeHHbIE 9HXOHAPOMBI IJIOCKUX U TPYOUaThIX KOCTE,

NPEUMYIIECTBEHHO OJJTHOCTOPOHHUE

Cungpom Maddyaan
Maffucci syndrome

MeTtaxoHapoMaTo3
Metachondromatosis

CHnoHANI0aXOHIAPOIUCITIA3MS
Spondyloenchondrodysplasia

OHXOHIPOMATO3 C MOPAXKEHUEM TO3BOHOYHUKA
Enchondromatosis with spinal involvement

XelpoCTTOHAMIOIHXOHAPOMATO3
Cheirospondyloenchondromatosis

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXonn KoXu

Multiple enchondromas of the flat and long bones, primarily unilateral

MHOXeCcTBeHHbIE 9HXOHIPOMBI ITIOCKUX M TPYOUAThIX KOCTEH,
Yalie AByCTOPOHHUE, C IMOSIBJICHUEM TéMaHTHOM
Multiple enchondromas of the flat and long bones, usually bilateral
with development of hemangiomas

MHoOXeCcTBeHHbIE SHXOHIPOMBI U 9K30CTO3bL
Multiple enchondromas and exostoses

MHoXecTBEeHHbIE SHXOHAPOMBI C TSKe0i (hopMoii MI0CKOCTOMUS
Multiple enchondromas with severe flatfoot

Jlucria3ust TeJl TO3BOHKOB
Vertebral dysplasia

MHoXecTBeHHOE MopakeHWe KUCTel 1 CTOM, BbIpaxkeHHasi hopMa

IJTOCKOCTOITHS
Multiple lesions on hands and feet, severe flatfoot
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B CUTHAJIbHBIX MYTSIX, KOHTPOJIUPYIOIINX ITPOIHDEpaLIIIO
1 1 depeHIMPOBKY XOHIAPOLUTOB [2, 3].

ITo maHHBIM pa3HBIX ABTOPOB, YACTOTA MAJTUTHU3AINN
SHXOHIPOM 3aBHCUT OT JIOKAIU3AINUK OITyXOJU. DHXOH-
JIPOMBI KOCTEH ITaJIbIIeB MOTYT CTAaTh 3JI0OKAYeCTBEHHBIMU
C BEPOSITHOCTbIO 10 15 %, a y SHXOHAPOM JUIMHHBIX TPYO-
YaThIX KOCTeI HIZKHE KOHEYHOCTH PUCK MaJTUTHU3AINN
BospactaeT 10 50 % [8]. CpeaHuii Bo3pacT MalueHTOB
C XOHJIpOCapKOMOIi, pa3BuBIIIeiicst Ha poHe 6ose3Hnu Onbe,
cocrabisieT 40 JieT.

Hitxe mipencraBieHo KIMHUIYECKOE HAOTIOACHUE JIe-
YeHHs MalueHTa ¢ 6osie3Hbi0 OJbe 1 pa3BUBIICHCS BTO-
PUYHOI XOHIPOCAPKOMOI KOCTH.

KnuHuyeckuin cnyvai

Ilayuenm K., 42 nem, enepevie 6vin HanpasaeH 8 Pecny-
OAUKAHCKUI KAUHUYeCKUT OHKOA02u4ecKull ducnancep Mun-
3dpasa Pecnybauxu Bawkopmocman 6 ageycme 2022 e.
¢ Jcanobamu Ha onyxons Ae6oil 204eHu, 604U 8 obaacmu HO80-
obpaszosanus (Kynupyemvie Kemonpogenom), omcymcmaue
B03MOICHOCIU CAMOCMOSIMENbHO Nepedsu2ambcsi.

Anamnesis morbi: 60abHOI cmoum Ha y4eme ¢ OUazHO30M
«bone3nb Onve» ¢ § nem, Koeda eénepeuvie ObLAU OOHAPYHCEHDL
onyxoau 6 obaacmu naavyeg cmon; 6 pody no0oOHbIX cAyUa-
e6 3ab01e8anus He ycmanogneno. B 16 nem npousowen na-
monoeuueckuil nepeaom npagoil 60abuedepy08oil Kocmu,
6 mpagmamonoeu1eckom omoeneHuU neouampu4ecKoli 60AbHULYbL
npoeeder ocmeocurmes ¢ nomouipto annapama HMauzaposa.

C mas 2021 e. ommeuaem medneHHbIl pOCH ONYX0AU
6 o6nacmu neeoii eonenu. C urons 2022 e. nayuenm nocmo-
SHHO NPUHUMaem HecmepouoHble NPOMUBOBOCHAAUMENbHBIE
cpedcmea 051 Kynuposauusi 604e802o cunopoma. boavHoil
OCMOMPEH OHK0/1020M 8 HOAUKAUHUKE N0 MeCMY JHCUMeNbCMEd
U HanpaeneH 8 OHK0AoUYeCK Ul OucnaHcep.

Ha momenm ocmompa 6 aseycme 2022 2. obujee cocmo-
sHUe baudce K y0081emeopumensHoMy, Cmamyc no wKkane
FEastern Cooperative Oncology Group (ECOG) 2 6anna, camo-
CMOAMENbHO NEPedsU2amuCsl He Modcem U3-3a 601buUx paz-
Mepoe onyxoau.

Puc. 1. Onyxonu nesoli 6onbwebepyosol Kocmu u npasol cmons!
Fig. 1. Tumors of the left tibia and right foot

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

B obnacmu saesoii eoneru onpedensemcst onyxonb 60abUUX
pazmepog (25 x 30 x 22 cm) om cpedHeii mpemu eoneHu 00
KonernHoeo cycmaea (puc. 1). B obaacmu npagoii cmonst mak-
Jce umeemces onyxonwv pamepamu 16 x 14 cm ¢ deghopmauu-
eii kocmeii cmonsi. Tlepughepuueckue numpamuueckue y3aol
He ygenuueHsi.

Ilposedenvr macHumHO-pe30HaAHCHAL MoOMO2paAPUs
(MPT) Hudxchux KoHeyHocmeil, MpenanoOUoOncus onyxonei
A1e601i 2oneHu U npasoil cmonsl. lucmonoeuueckoe 3axaroe-
Hue no 0bouM HOB00OPA308AHUAM: XOHOPOCAPKOMA.

1lo danneim MPT om 17.08.2022 ¢ o6aacmu aeoeo ko-
AEHHO20 Cycmasa momanbHo onpedensiemcsi o0semHoe 00-
PAa308aHue ¢ HeHemKUMU, HEePOBHbIMU OYePUCMbIMU KOHILY -
pamu, HeoOHOPOOHOU CMPYKMYpbl, pazmepamu O0KO0A0
21,4 x 22,2 x 30 cm. Konepysnmuocms Kocmeii HapyuieHa,
Cycmas npeuMyueCmeeHHo 3amelyeH Onyxonsio (puc. 2).

B mazkux miausx npagoii cmonst onpedensiemcsi 00semMHoe
MH020Y31080€ 00pa308aHUe C HeUEeMKUMLL, HEPOBHBIMU OYZPUCHIbI-
MU KOHMYpamu, HeoOHOPOOHOU CMPYKMYpbl, NOAUSOHANHOU
@opmbl, ¢ NOHUIICEHHBIM MACHUMHO-PE30HAHCHbIM CUCHANOM
Ha 36euerHbx uzo0paxcenusix T1 ¢ xaroueruem eunepunmen-
CUBHBIX 30H pazmepamu 0koao 16,5 x 6,2 x 15,6 cm (puc. 3).

Takoice vinonnena penmeenozpagus opeanos epyoHoil
Kaemku (puc. 4), manoeo masa u eepxreil KoneyHocmu (puc. 5),
no pe3yabmamam Komopoil GuisieAeHbl MHONCECHMBEHHbIE
acuMmempu4Ho pacnoA0NCeHHble IHXOHOPOMbL C KUCIOBUO-
HbIMU 830yMUsAMU KOCMHOU cmpyKmypbl (601ee bipaiceHsl
8 OCHOBHBIX U CPeOHUX (haraneax nanvyeé kucmu, I-i nacm-
HOIl Kocmu npaeoil Kucmu, OUCMAnbHOM KOHYe npasoll ay-
uegoll kocmu, nepeorHux ompe3Kax pedep, npaeoii ronamke,
NPOKCUMANBHBIX KOHUAX Oe0peHHbIX Kocmeil, npasoii no0e300u-
HOll KOCMU) ¢ COXPAHHbIM KOPMUKAAbHBIM CA0EM.

Ilocae 3agepuwenus duaznocmuyeck02o amoy1amopHo20
amana nposedeH MeucOUCUYUNAUHAPHBLI KOHCUAUYM 8 CO-
cmaee xupypea, xumuomepanesma u paduonoea. CoeracHo
Pe3yNbmamam KAUHUMEeCKUX aHAAU308 AGHEeMUsl Ne2KOll cme-
nenu msxcecmu (2emoenobun 92 e/n). Yemanoenen ouaero3:
NepeuUUHO-MHOIICECBEHHAS XOHOPOCAPKOMA €801l 601bULe-
oepyosoit kocmu (TINOMO, G,, cmadua 111, epynna I1),

Puc. 2. MazHumHo-pe3oHaHcHas momozpagusa n1eso20 KOeHHO20
cycmasa om 17.08.2022. Onyxonb sepxHeli mpemu negoli 6obuie-
6epuyosoli kocmu pazmepamu 21,4 x 22,2 % 30 cm

Fig. 2. Magnetic resonance imaging of the left knee joint from 17.08.2022.
Tumor of the upper third of the left tibia, size 21.4 x 22.2 x 30 cm
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sk klilicheskils
1

Puc. 3. MaecHumHo-pe3oHaHcHas momozpagus mazkux mrarel npa-
8ol cmonsl. Onyxone, degopmupylowas Kocmu npagoli cmonsl, pas-
mepamu 16,5 % 16,2 % 15,6 cm

Fig.3. Magnetic resonance imaging of the soft tissues of the right foot.
Tumor deforming the bones in the right foot, size 16.5 x 16.2 x 15.6 cm

Xordpocapkoma Kocmeit npasoti cmonsl (T3NOMO, G, cma-
dus 111, epynna 11), pazsuswascs va goue b6oae3nu Onve.

OcnoxcHerue: xpornuueckuii 604e6o0il cundopom (2 6asna
no wiKane 8epoanbHbIX OUYEHOK).

C yuemom pe3yasmamos eUCoN02UHeCK020 UCCAe008aHUS,
0046020 00BEMa onyxoaell, 8bix00auUx 3a npedeast 1 Kkocmu,
U paspyuieHus cycmagos GbiNoAHUMb 0PeAHOCOXPAHAIUlee
JeyeHue He npeocmasnsinoce 603moxckuim. Ilayuenmy nped-
J0JICEHA aMNymayust 06eux HUNCHUX KOHeYHocmell.

‘boavHoii eocnumanuzuposan 045 RPosedeHUs: ONEPAMUEHO-
20 neyeHus. Boinoanena amnymayusi HUNCHUX KOHEYHOCell

Puc. 4. PenmzeHozpagus opzaHos 2pyoHol Knemku. MHoxecmseH-
Hble 3HXOHOpOMbI pebep ¢ CoxXpaHeHUeM KOCmHOoU cmpyKkmyps!

Fig. 4. X-ray of the thoracic organs. Multiple enchondromas of the ribs
with preserved bone structure

Cnpasa Ha yposHe cpedHell mpemu 6edpa, creea om cpeoHell
mpemu eoaenu. Tlocaeonepayuonuniii nepuod npouien 6e3 oc-
Aoxcrenut. [layuenm evinucan na 10-e cymiu ¢ Momenma xu-
PYpeUecK020 6Meuamenscmed.

Tlo dannbim Mopghonoeuteckoeo uccredo8anus ONEPayUoH-
HO20 Mamepuana 6 onyxoau cpeou 00UNbHOU MUKCOUOHOU, Me-
Ccmamu KOCMHOU Cmpombl U HEKPO308 UMEemcs MHONCECMEO
KPYNHbIX KAeMOK 36e30uamoti ghopmol. Slopa kaemok ee3urkysp-
Hble, 8 HEKOMOPbIX CAYHASIX — GepemeHOGUOHble, NPUMEPHO
8 5 pas KpynHee s10ep HOpMAAbHBIX XOHOPOUUmMoe (puc. 6).

3akarouenue: mopuunas xonopocapkoma kocmu, G,

Puc. 5. PeHmzeHoepagus sepxHux KoHeyHocmel. MHoxecmBseHHble
3HXOHOPOMbI NPEUMYLECMBEHHO 8 CPEOHUX U QUCMANbHbIX hanaHeax
npasot Kucmu

Fig. 5. X-ray of the upper limbs. Multiple enchondromas primarily
in the middle and distal phalanges of the right hand

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

Puc. 6. XoHopocapkoma 6onbliebepyosol kocmu. Mukponpenapam.
OKpacka 2eMmamoKcunuHoM u 303uHom. x100

Fig. 6. Chondrosarcoma of the tibia. Microslide. Hematoxylin and eosin
staining. x100
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06cyxaeHune

[MaToreHes pa3BUTHS SHXOHIPOMATO3a HA CETOMHSIIII-
Huit 1eHb He yctaHoBieH. B 1943 . H.L. Jaffe u L. Lichten-
stein [7] npeanonaoXuiand, YTO SHXOHAPOMBI IIPEACTaBISIIOT
C0001f IepeMeIIeHHbIE OCTATKI HOPMaTbHBIX KIIETOK XPsI-
IIEBOM TKAHU, KOTOPBIE TTOSBJISIOTCS U3-3a HAPYLIECHUA
B CUTHAJIbHBIX MYTSIX, KOHTPOJIUPYIOIINX ITPOIHDEpaLIIIO
1 1 depeHIPOBKY XOHIPOLUTOB [2].

Bonesun Onbe u cunapoMm Maddyyun He mepenaroT-
s TI0 HACJIEACTBY M BOSHUKAIOT CIIOHTAHHO. ACUMMETPUY-
HOE TIOpaXkeHUE XPSIIIICBOI1 TKAHU CBUACTEILCTBYET O TOM,
YTO 3TO 3a00JIeBaHNE BOZHUKAET M3-3a IIOCT3UTOTUIECKOM
COMAaTUYECKOI MyTaIl, KOTOPast IIPUBOAUT K MO3aUIIN3-
My. beuin uccnenoBaHbl 0€/10K, CBSI3aHHBIN C IMapaTupe-
ounusiM TopmoHoM (PTHrP), u namuiickuit Hedgehog
(IHH), neiicTByto1ie Ha COOTBETCTBYIOIINE PEIICITOPHI —
PTHRI1 u PTCH1, xoTopble 06pa3yioT CUTHAJIBHOE peJie,
nMelolnee KpUTHIECKOe 3HAUCHME IS 9HXOHIPAIbHOMI
occudukaimu [6, 9]. Mytauus B 1 ponuTeabcKoM ajuiesie
ObL1a oOHapyxkeHa B 1 caydae. [1pu 3ToM B xo1e HaibHel-
LLIAX UCCIIENOBAHUI ApYriue MyTaluy, BIUAIOLINE HAa BO3-
HUKHOBEHHE HXOHIPOMATO30B, BBHISIBJICHBI HE OBLIH,
IIO3TOMY MBI HE IIPOBOIWIN JOIIOJTHUTEIBHBIC MOJIEKY-
JISIPHO-TEHEeTUYECKHE MCCienoBaHys. Tum HacIemoBaHUS
6one3nn OJbe OCTaeTCs HEM3BECTHBIM, HO CUMTAETCS,
YTO 3TO HE MIPOCTast MEHIEIeBCKas MOJICIb, a IIPOSIBJIC-
HUE Pa3INYHBIX TeHeTUUECKUX nedekToB. [JaHHbIi (hakT
MMOATBEPXKIACTCS M B HAIlleM KJIMHUYECKOM clIydae, Imo-
CKOJIbKY y MallMEHTa B poJy He Ha0I101a710Ch TAKOIO 3a-
0osieBaHMsI.

YacroTa pa3BuTHs XOHAPOCAapKOM Ha (poHe OOoIe3HU
Oibe cocrapiser ot 10 no 50 % [10]. I1pu aT0M, YeM BbI-
11Ie TIPOIOJDKUTEIBHOCTD XKMU3HU, TeM OOJIBIIIE BEPOSITHOCTD
Majurausauu. CTOMTh OTMETUTD, YTO y 20 % nauueHTOB
¢ 6os1e3HBI0 OJIbe €CTh BEpOSITHOCTD PAa3BUTHSI HECKOJIBKIIX
XoHApocapKoM, 1 B 30 % cityyaeB BO3HUKAET CHHXPOHHOE
ImopaxkeHue. Y HaIllero MalreHTa BO3HUKIIA CHHXPOHHAsI
MaJIMTHU3ALIMS OITyXOJIei Ha 00eMX HIDKHUX KOHEYHOCTSIX.
Puck mManurHmszanuy IpomoOpLMOHAIBHO BO3pacTacT
C YBeJIMYEHUEM Pa3MePOB S9HXOHAPOMEL. B 45 % cinydaeB
XOHIPOCAPKOMBI Pa3BUBAIOTCS B IUIMHHBIX TPYOYATHIX
U IUIOCKUX KOCTSIX, B 15 % — B KOPOTKUX KOCTSIX KUCTE
u cror [8].

Taxke 6071e3Hb OJIbe CBA3BIBAIOT C MOBBIILIEHHBIM PUC-
KOM BO3HMKHOBEHMSI 3JI0KAY€CTBEHHBIX HOBOOOPa30BaHMIA
TOJIOBHOTO MO3Ta, 0COOCHHO [JTMAJIBHOTO IIPOMCXOXKICHUS.
ITo manHbIM psiga aBTOpoB [11, 12], BEpOSITHOCTH pa3BUTHS
3JI0KAYE€CTBEHHOM OITyXOJIM 3TOM JOKAIM3ALWN Y MALACH-
TOB ¢ 60Je3HbI0 Osibe cocraBiseT 16,5 %, y malMeHTOB
¢ curapomoM Madbdyuyun — 4,5 %. B uenom 3nokave-
CTBEHHBIC 00pa30BaHMS FOJIOBHOTO MO3Ta y ITAIleHTOB
¢ 6ome3Hbio Obe BO3HUKAIOT B CpelHEM B 4 pasa yaile,
yeM B o01Iei nomyssiiuu. [Ipy Hammuuy HeBpOJIOrMYecKon
CHMITTOMATUKH U CTICLIM(UISCKIX XKajI00 (TOJIOBHBIC OOJIH,
TOJIOBOKPYKEHHUE, TTOTePsT TTaMATU 1 T.1.) PEKOMEHIYeTCS

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

nposeneHue MPT rosoBHoro mosra. B Haiem cityyae nx
He Haboaanoch, moatomy MPT rojgoBHOro Mosra He Bbl-
ITOJTHSITIOCK.

B Pecrnryonuke BamkoprocTtaH ¢ HacelieHueM 4,1 MITH
yesioBeK 3a 2021 1. BuIsIBIEHBI 23 ciydast 3a6oieBaHUS
capkomamu Kocteil. 3 Hux B 14 (61 %) cirygasx 3a6ome-
BaHue Obu10 I1-I1 cramuu, B 4 (17,4 %) — 111 cranumu,
B 5 (21,7 %) — 1V cramuu [13]. Ha ceromHsiliHUil I€Hb
HEeo0X0AMMO B IIEPBYIO OYEPEIb pacCMaTPHUBATh BO3MOXK-
HOCTh BBIIIOJTHEHUSI OPTaHOCOXPAHSIOIIMX OIIEPaIIiA.
B cnenmanu3npoBaHHBIX IIEHTPAX OIEepaIliy C COXpaHe-
HUEM KOHEYHOCTHU yaaeTcst mpoBectr y 80 % malneHToB.
IIInpokoe OTCTYIICHHE OT OIMYXOJIM BaXKHO IS IIpodu-
JIAKTUKHW Pa3BUTUSI MECTHBIX PELIMAMBOB HE3aBHCUMO
OT OIyX0JIeBOro oTBeTa. [loKa3aHUSIMU K BBIIIOJHEHUIO
KaJieyalllx Oepamiii MOTYT OBITh BEICOKO3JIOKAUYeCTBEH-
HBIE CApKOMBI KOCTei1, KOTOpHIE He TTOIIeXKaT OpraHOCOX-
paHsonieMy JiedeHnio R0, o01ImpHoe rmopaxkeHre MITKIX
TKaHEe#, CUIbHOE BOBJIICUCHHNE COCYAMCTHIX U HEPBHBIX
CTPYKTYP, BhIpaKeHHBII MH(MEKIIMOHHBIIN ITPOLIeCC B MsIT-
KX TKaHSIX ¥ KOCTHBIX CTPYKTYpaXx, pacIiaj OIyXoJIy, OIy-
XOJIeBasi MHTOKCHKAIIWS, a TAKKE OTKA3 MAIlMeHTa OT Op-
TaHOCOXPAHSIOIIETO XUPYPTUICCKOI0 BMEIIATEeILCTBA.
B nmpuBeneHHOM HaMM KIMHUYECKOM IIPUMEpE C yIESTOM
TSKECTU COCTOSIHUS 00JIbHOTO, O0JIBIIOr0 00beMa OIMyX0-
JIeH ¢ TTIOpaxkeHUEeM KPYITHBIX CYCTaBOB U COCYIUCTO-HEPB-
HBIX CTBOJIOB BBIITOJTHEHNE OPraHOCOXPaHSIONIeH ommepa-
LIMY HE TIPEACTABISITIOCH BO3MOXHBIM.

B cBs131 ¢ BBICOKMM PHMCKOM MaJIUTHU3ALNN SHXOH-
npom 1ipu 6051e3uu Onbe (10 50 %) 1 HeO0OXOIUMOCTHIO
JICYCHUS CapKOM KOCTEH B CITELIMAIM3MPOBAHHBIX IIEHTPaxX
IMaryeHTaM 10 18 JeT 115 OLleHKY HeOOXOIMMOCTH XUPYP-
rMYECKOro BMeIIATeIbCTBA Kax/able 6—12 Mec peKOMeH-
JTyeTCsI IIPOBOIUTH PEHTIeHOTpadmIeCKIe NCCIeI0BAHNUSI
BBISIBJIEHHBIX HOBOOOpa3oBaHU. B3pocabiM 0OJIbHBIM
CIIeAyeT BBITIOJHATH TaKHWe MCCICIOBAHMS OITYXOJIEBBIX
nopaxkeHui Kaxnaple 12—24 Mec ¢ OLIEHKONW TMHAMUKH
pocta onyxouieit [14]. IIpu 3HaYUMTETBHOM YBEJIMYECHUU
SHXOHIPOM, BIMSIIOIIEM Ha KAYECTBO KU3HU MAIlUeHTOB,
MTOBPEXICHNN KOCTHOM TKAHM U ITaTOJIOTMYECKOM TIepe-
Jiome HeooxoauMbl MPT u rucrosornyeckoe ucciieanoBa-
HHE JUISI TMaTHOCTUKM 3JI0KaYeCTBEHHOTO mporecca. st
mnddepeHINPOBKY TUIIA OITYXOJIM OOJBHBIX HY>XKHO Ha-
MIPaBJISITh B CIICLIMAIM3UPOBAHHBIN OHKOJIOTMYECKUI
LIEHTp /11 MpOBeAeHUS TpenaHoouorcuu. JlaHHas rpyn-
ITa MAlMEeHTOB JOJDXKHA HAXOMMTHCS IOJ TIIATCIbHBIM
KOHTPOJIEM TPaBMaTOJIOra X OHKOJIOTA.

3aknueHue

bonesnp Onbe — 3TO peaKas HeHacleACTBEHHas
MaTOJIOTHUS, XapaKTePU3yoLascss aCUMMETPUYHBIM T10-
paxkeHreM XpsILLIEBOI TKAHU C 00pa30BaH1eM J0OPOKAYECT-
BEHHBIX OITyXOJiel (9HXOHIpoM). MaHubecramus 3a060-
JIeBaHUsI IPUXOIUTCS IPEMMYILIECTBEHHO Ha 1-ii rof
KU3HU. DHXOHIPOMbBI MMEIOT BBHICOKMI PUCK MaJUTHU-
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3aumu (10—50 % cityyaeB), KOTOpPBIii IIOBBIIIAETCS 110 MEPE C y4eToM BBICOKOTO pHCKA MAJIMTHU3ALIMY SHXOHIPOM
MPOKUTHIX JIET ¥ YBeJIMYEHUST pa3MepoB omyxoiieid. B Pec-  (MX mepepokIeHUsI B XOHAPOCAPKOMY) MALIMEHThI JaHHO
ny6suke balllkopTocTaH B rof BbISIBISETCSI 3—4 HOBBIX  TPYIIIIbI JOJKHBI HAXOAUTHCS IO HAOJII0AeHUEM TpaBMa-
ciyuast 6ose3Hu OJibe (B HEKOTOPBIX CIydasiX OTCYTCTBYeT — TOJIOra M OHKOJIOra M IIPOXOAMTh EPUOANYECKIE PEHTIe-
BbIpaskeHHasl KJIIMHUYECKAsi CUMIITOMATHKA, WIK MAUEHThl  HorpaduyecKue MCCIeAOBaHUS ISl OUEHKU TUHAMUKU
He o0pauialoTcs 3a MEIULIMHCKOM MOMOILBIO). pOCTa U UBMEHEHUIA SHXOHIPOM.
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