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Presented clinical observation concerns the clinical picture,
diagnosis, and treatment of angiogenic vertebral body de-
struction in a 14-year-old child with hemangioma having
atypical clinical presentation and X-ray image. The litera-
ture on Gorham's syndrome is analyzed.
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[Topasistionee GOMBIIMHCTBO THIIEP-
BACKYJIAPHBIX TIOPAKEHUH MO3BOHOY-
HUKA Y JIETEN OTHOCUTCA K TEMAHIHO-
MaM — J0OPOKAYECTBEHHBIM OMYXOJIAM,
UCXOJAIUM U3 KPOBEHOCHHIX COCY-
JoB. HearpecCuBHble T€MAHTHUOMBI
OOBIYHO NPOTEKAIOT OECCUMITOMHO
700 C YMEPEHHBIM OOJEBBIM CHH/PO-
MOM U HEPEKO OOHAPYKUBAIOTCA CIy-
YAHO NPH JYYEBOM HCCIEOBAHUH
WIX IATONOTUYECKOM epesioMe. Arpec-
CHBHBIE TEMAHTUOMBI PACTIPOCTPAHSIOT-
sl 3KCTPABEPTEOPATBHO, YACTO OCIOK-
HSIOTCS TATONIOTMYECKUMU TIEPEIOMAMU
U KOMIIPECCUEN MO3BOHOYHOTO KaH4-
J12. Mophoa0rudecKoit 0COGEHHOCTHIO
TEMAHTHOM TIO3BOHOYHUKA SBJIIETCS Pac-
MHUPEHUE MEKOATOUHBIX TIPOCTPAHCTB
C COXPAHEHUEM B 30HE MOPAKCHUS
UCTOHYECHHBIX B PA3HON CTENEHU KOCT-
HBIX 0aJI0K, YTO HAXOJUT OTPAKEHUE
B JIY4€BOY CUMIITOMATHKE: PEHTTEHOIO-

THYECKHE POABIEHAA TEMAHTHOM OOBIY-
HO OIMCBIBAIOTCSA KAK TTO/]MEPKHYTAs TPa-
OEKYIAPHOCTb CTPYKTYPHI TIO3BOHKOB,
a KT u MPT - kak cumnroM polka-dot
(paccplnanHblii ropox). opMupoBaHue
TIOJIOCTEN NTPU T€MAHTUOME MO3BOHKOB
OOBIYHO OTMEYAETCA TIPU UX ArPECCHB-
HOM T€YeHUH. K MEHEe 4aCThIM BApH-
AHTAM THIIEPBACKY/IAPHBIX ONyXOJIen
TI03BOHKOB OTHOCUTCS aHEBPU3MAIbHAS
KOCTHAs KHCT4, UMEIOMAA OCTATOYHO
CBOCOOPA3HYIO JTYYEBYIO CEMUOTHKY.
Hamu Ha6/IOg2€TC MAMEHTKA, HEO-
OBIYHAS KIMHUYECKAS U JTy9eBas KAPTUHA
3400M€BAHNA Y KOTOPOIT OKa3a1ach 06y-
CJIOBJIEHA PEIKUM BAPUAHTOM THIIEPBA-
CKYJLIPHOTO TTOPKEHNA TO3BOHOYHHKA.
[TanuenTka A., 14 ner, nocrynuna
B JIETCKYIO XHPYPIUIECKYIO KINHUKY
CII6HUUD ¢ mudpdepeHpanbHo-Anuar-
HOCTUYECKOHN TEMBI0. JKamo6s! Ha 60mu
B CIIMHE GECIOKOAT HA MPOTLKECHUU
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TpexX JIET. BHIPaKEHHOCTh 00JIEBOTO
CHUHJIpOMa OlleHUBAET B 6/10 6am10B
110 BAIII, HEBPONIOIUYECKUX U TA30BBIX
HapymeHuil HeT. [IpodeccnonanbHo
3aHMMANACh I'PEOHBIM CIOPTOM. MMe-
€T NPU3HAKNA CUCTEMHOMN JUCIUIA3UN
COEIMHUTENBLHON TKAHU B BUJE BHIPA-
KEHHOW TUIEPMOOGUIBHOCTH CYCTa-
BOB (puc. 1). PaHHMIT aHaMHE3 326071€-
BAHNA YETKO HE TOMHUT, HO HE MOKET
UCKIIOYNTD (DAKT TIPEAIIECTBOBABIIEH
TPABMBI WM UH(PEKIIMOHHOTO COCTO-
AHA. KnuHn4Yeckue aHanu3sl KpOBU
U MOYM, OHOXUMUYECKUI AHAIU3 KDOBU
— 6€3 maronorun. [Ipu peHtTreHonornye-
CKOM MCCIIEJOBAHUH (PUC. 24) BbIABIEHA
JICCTPYKIIUS 3a/IHEN MOJOBUHBI Tena Ly,
no ganHeM KT (puc. 26) — ovar pas-
PYWEHNA OTKPBHIT B CTOPOHY NMO3BOHOY-
HOTO KAHAJIA, OKPYKEH TIEPUPOKATLHBIM
cxnepo3oM. Ha npeacrasnennoit MPT
B T1-pexnmMe (TIEHKH TIPECTABICHBI
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Puc. 1

Banys JOKTEBBIX CYCTABOB

[IpU3HAKY JUCIUIA3UN COEAUHUTENBHON TKAHN — BAJIBIYCHAS ie(hOpMALus U PEKYP-

Puc. 2

BoKoBas peHTreHorpaMMa IIO3BOHOYHMKA (2) — Ouar JECTPYKLMU B 3a{HEM OTIEIE
TeJa MO3BOHKA L,; CATUTTABHBIN ¥ AKCHATBHBIT KT-Cpesbl (6) — OTKPBITHII B IIO3BO-
HOYHBI KaHAJI 04ar ACCTPYKIMK 3aHMMAET 34IHIOI0 IOJIOBUHY Te/a Ly, MOMAIMKINY-
HBIi, CO CKIEPOTHYECKOH NIEPU(OKAIBHON PEAKIHEN: HA (DOHE OUara KaKue-mmobo e-
MEHTBI KOCTHOH TKAHH HE IPOCIEKUBAIOTCA

B OTPAHUYEHHOM BapuaHTe, 6e3 u306pa-
KeHUI B pexxuMe T2) pacrnpocTpaHe-
HHA TTATONOTUYECKUX TKAHEH B MIO3BO-
HOUHBI KaHAI HET (puc. 3). Pabounm
AMAaTHO30M ABJIANOCH IOJJO3PEHUE
HA JIECTPYKIHIO MTO3BOHKA ONYXOJEBON
JU60 OCTEOMUETUTUIECKON STHOJIOTH,
IIO3TOMY IVIAHUPOBAJIOCH XUPYPIruyc-
CKOE JIEYECHUE C IPEAIIECTBYIONIEH BEPH-
(bUKALMEN TPOLECCa MyTEM YPECKOXK-
HOM TPEMAHOUOIICKH TeIA MO3BOHKA L.
OfIHAKO U3-32 ONPEAETECHHBIX COMHEHNAN
(Xapakrep paspyleHus KOCTU He BIIOJ-

HC TUIHUYCH A/ YKA3dHHBIX COCTOS-
HMIT) pEIEHO Tepes GUOTICHEN POBE-
CTH CEJIEKTUBHYIO aHTHOTPA(DUIO (Bpad
M.U. Komuccapos), Ipu KOTOPOH B 30HE
AECTPYKIIMU OOHAPYXKEHA MACCUBHAA
ry69aTas COCY/JUCTAS CETh, TOMHOCTBHIO
3AMEIAIONAS KOCTHBIE CTPYKTYPHI 341
HE NOJIOBKHBI TEJIA TI03BOHKA, KPOBOC-
HA0a€eMas1 HECKOJbKUMH PACIIMPEHHBI-
MU 10 6 MM CETMEHTAPHBIMH COCYIAMU
(puc. 4). IIpoBeieHa CENEKTUBHASL IMOO-
JU3ALKA OTUTAOMKUX COCyAoB. JKano-
OBl Ha OOMM B CIIMHE MCYE3NMN CPA3Y XKe
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nocse MaHunyAnun. Ilocne o6cyxae-
HUSA C aHTHOXUPYPraMu OT JAPYIUX Jidar-
HOCTUYECKHX U JIEUeOHBIX XUPYprude-
CKMX MAHUITYJIAINI PEMEHO OTKA34ThCA
B II0JIb3Y JUHAMMYECKOTO HAOMIO/ICHUS.
Hauara Tepanus oCTEOTPOIHBIMH IIpe-
NapaTaMu (OCTEOTECHOH).

[Tpu KOHTPOJIE Yepe3 6 MeC. U Yepes
1 rof TOCTIE MAHUITYIIALIAK X100 Ha 60/
B CIIMHE NPAKTUYECKU HE TIPEBABICT,
BEJIET OOBIYHBIN 0OPA3 KU3HH, OCBOOOK-
J€HA OT (PU3KYIBTYpHL [locne ¢pusnye-
CKUX HATPY30K BO3ZHUKAIOMHUE OIIy-
IEHUA ONUCHIBAET KK JUCKOMDOPT
¢ oneHKoi o BAIII B 1/10 6am.

Pesynbratsl KT-uccneoBanns yepes
1 rox npezcTaBieHsl Ha puc. 5. C yueToMm
OTCYTCTBUA OTPUIIATEIBHON KIMHUYE-
CKOW ¥ JIy4€BO JMHAMUKU OT IIOBTOD-
HOW AHTHOTPa(UM PEMEHO BO3AEP-
KaTbCA. [IpOSIOIKAETCA AUHAMUYECKOE
HAOMIO/ICHUE.

PeTpoCneKTiBHO aHANMU3UPYA KIMHU-
YECKUE U JIYYEBBIE TAHHBIC, MBI €IIE Pa3
00paTUIN BHUMAHUE HA HEKOTOPBIE OCO-
OEHHOCTY IATOJIOTHH, OTIMYAIONIYE €€ OT
©aHATBHOI T€MAHTMOMBI TO3BOHKA. [1pe-
KJIE BCETO, UMEBIINNICA Y IEBOYKH (O7Ie-
BOW CUH/IPOM BBICOKOM MHTEHCUBHOCTU
(6/10 6amnoB 1o BAILT) He COPOBOXIAT-
€Sl IPU3HAKAMH aTPECCUBHOTO POCTA OIy-
XOJM: TIPU 3-JIETHEM aHAMHE3€E 320071€Ba-
HIsA aHTUOMATO3 HE BBIMIEN 34 TIPEAETBI
KOCTHBIX I'DaHHI TI03BOHKA HU ITApaBep-
TeOPAILHO, HUA B TO3BOHOYHBIN KaHAJ,
XOTA TIPETATCTBUSA U1 3TOTO OTCYTCTBO-
BTN — NIEPE/HAA CTEHKA TTO3BOHOYHOTO
KaH4J1a OBLIA MOMHOCTBIO PA3PYUIEHA.
Bo-BTOPBIX, B 30HE Pa3pyMICHUsA KOCTHBIE
NIEMEHTBI OKA3A/ACh MTOIHOCTBIO 3aMe-
IEHBI HE €AMHON KPOBAHOM IIOJIOCTBIO,
KaK OBIBACT IPU aHEBPU3MATBHBIX KOCT-
HBIX KACTAX, 4 COCYUCTON CETBIO.

[Tox0xue KOCTHBIE UI3MEHEHUS PAHEE
HAM yJ4I0Ch YBUETD B YCTHOM COOOIIE-
HIW OJJHOTO U3 BEAYIINX OTCYECTBEHHBIX
CIE[IUAIACTOB MO COCYAUCTON T1ATONO-
vy CiMHHOTO Moara T.I1. Trccena, pes-
CT4BICHHOM B PAMK4X 00OpPAa30BaTENb-
HOTO [UK/IA «CIIUHAIbHAS XUPYPIHs»
14 ¢espans 2013 r. B TioMmeHn. ABTOp
OX4PAKTEPU30BA MTATONOTHIO KaK aHTH-
OTEHHYIO PE30POLHIO (PACCACHIBAHUE)
TI03BOHKA, W/IN TAK HA3bIBAEMBIN CHH/-
pom ['opxema.
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JaHHb CHUHAPOM (CMHOHUMBL
— CUHAPOM unu 60ne3Hp [opxeMma,
oone3Hp I'opxema — Crayra, aHTHOT€H-
HBIN OCTEONN3, 00JIE3Hb NCYE3AI0MECH
kocTH, aur1. Gorham’s disease, Gorham
- Stout syndrome / disease, GSD, massive
osteolysis, vanishing bone disease, phan-
tom bone disease) — pezkoe 32607eBaHIE
HEM3BECTHOI 3THOIOTUHY, TUCTOIOTHYE-

CKOH OCHOBO¥ KOTOPOTO ABJIAETCA MPO-
TPECCUPYIONAA TPONU(EPALHA BBICTIAH-
HBIX 3H/JOTEIUEM COCYZOB B KOCTHOM
TKAHU C €€ TIOCTEIICHHBIM 3aMEIIEHUEM
COEJMHUTEIbHOY TKAHBIO [13].

[TepBo€ KIMHUYECKOE HAOMIOZIE-
HHE NIPOrPECCUPOBABIIETO B TEUCHUE
HECKOJIBKUX JIET TOTATIbHOTO OCTEO0IN3
IIEYEBOU KOCTU NPUHAIEKUT Jackson

Puc. 3

HWHTCHCUBHOCTH

CaruTTanbHbIN, AKCHANBHBINA 1 KOPOHAPHBI MPT-cpesnr (T1-B3BemeHHOE U300pa-
JKEHVIE): 3ATHAN OT/IEN Tena L, 3aMemmeH HeCTPYKTYPUPOBAHHOM TKAHBIO HU3KOM

[24]. Gorham et al. [14] mpusenu onu-
CAHME MAIMEHTA C MACCUBHBIM OCTEO-
JIU30M, CONPOBOXKAAIMUMCA TUCTO-
JIOTUYECKON KAPTUHOHU COCYAUCTOH
nponudepanuy, a Iocae U3yIEHUA
16 OMHCAHHBIX B TUTEPATYPE MOJOGHBIX
CIy4a€B ¥ 8 TUCTOJOTHYECKUX 3aKIIO-
gyeHui, Gorham u Stout [13] npuuim
K BBIBOZIy O TOM, YTO B OCHOBE ITaTOJIO-
THH JIEKUAT IPOrPECCUPYIONTAs Tpomue-
panya BBICTIAHHBIX SHJOTENINEM COCY-
JI0B B KOCTHOM TKaHH [2, 3, 29, 49, 52].
HecMoTpsa Ha O4YEBUAHBIA NIPOTPECC
TOCJIEAYIONYX JIET, CBEACHUA 00 3Mu/fe-
MUOJIOTUH, 3TUONATOreHe3e U 3 dek-
THBHBIX METO/AX JIEYCHUA 32007€BAHNA
OCTAIOTCS OTPaHUYEHHBIMU. UHPOpP-
MaIUA O TTATOJIOTHH KOHLIEHTPUPYETCA
B HAYYHO-UCCIEAOBATENBCKUX OPTaHN32-
uax Lymphatic Malformation Institute
(LMI) n Gorham’s Disease Alliance
(GDA), 4T0O O3BOMWIO K CETOAHAIIHEMY
JHIO B AHIVIOA3BIYHON JIUTEPATYPE CUCTE-
MATH3UPOBATD MyOJIHKAIINH, KACAIONIHE-
¢4 0K0s10 200 KTUHAYECKUX HAOMOzE-
Hutl. OCHOBHBIE PE3Y/IBTATHI 3TUX PA6OT
OTPAKEHBI B HAIIEM 0030pE.
Inudemuonozus. 3a00NEBAHAE MOXKET
Pa3BUBATHCA B IIOGOM BO3PACTE (OT 7 MEC.

Puc. 4

CenexTuBHAS aHTHOrpahus B (hase NePBUYHOTO KOHTPACTIPOBAHMUSA (2) ¥ HA 3Tane 3MO0MH3aumu (0): IPU TIEPBIIHOM KOHTPACTHPO-
BAHWM BU3YAIU3UPYETCA OOMIIbHAS MEJIKAS COCYAMCTAA TY0UaTas CETh; MOCIE SMOOIM3ALMY JIBYX Ha YDOBHE L, M PaBoi Ha YpoBHE L;
B MOMEHT KOHTPACTMPOBAHHM JIEBOM CETMEHTAPHON apTEPHK Ha L; XOPOWIO BUAHbI OOMBIION JMAMETD IUTAOIXX aAPTEPHL, JOCTUIAI0-
I7it 6 MM, M OCTATOYHAS TTATONIOTMYECKAs COCYAUCTAS CETh
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10 83 JIeT), HO Yalle AUATHOCTUPYETCA
B JICTCKOM Y IOHOIIECKOM; CPE/JHUI BO3-
pacT manueHToB 25-28 JeT; pacoBoOi
WM TeHETHYECKOU JIeTePMUHIPOBAHHO-
cru He nMeerce [23, 40]. B npezcrasinen-
HoM Hu et al. [23] anammse 67 Habmozie-
Huit GSD COOTHOIIEHHE MEXKIY MYK4IU-
HAMHY Y JKEHIIUHAMA COCTABUIO 43 : 24
(64,2 % : 35,8 %). Bo Bex ciyyasx 3a60-
JIEBAHUE SIB/IIOCH CHIOPAMIECKHM, YKa-
3aHUM Ha Hanmnaue GSD y HeCKOJIbKUX
YJIEHOB CeMbU HeT. COITMACHO 3TOH ke
paboTe, n1peobaaaoIel T0KANIN3a-
uell MOPAKEHUS ABJIACh OeIpEHHAS
KOCTb (n = 18; 26,9 %), MyJBTHOYArOBOE
NOPAXEHUE CKeJleTa (6onee 3 CerMeH-
TOB!) BBUIBJIEHO Y 17 (25,4 %) NaLIMEHTOB,

cycraBHOH xapakrep — v 5 (7,5 %), B 8
(11,9 %) cnydadx KOCTHbIE U3MEHEHUA
COIPOBOXKIAIUCH XUJIOTOPAKCOM [22].
B npeACcTaBneHHOM HECKONBKO PAHBIIE
Papadakis et al. [39] anammze 191 ciyva-
eB GSD pacnpeeneHue J0Kanu3anum
KOCTHBIX MTOPKEHUIT OBLIO HECKOIBKO
UHBIM (T20JL.), IIPU 3TOM ABTOPHI CChI-
naoTcst Ha 18 coobmeHuH 0 mopaxe-
HUAX IO3BOHOYHUKA. HO yxKe uepes
5 ner Sekharappa et al. [47] ynoMuHaI0T
0 28 CIIy4aax BEPTEOPAILHBIX OpaXKe-
HUI, BKJIIOYAs MyJIbTHOYATOBBIE, U TIPHU-
BOJIAT [IBA COOCTBEHHBIX HAOMIOCHNS.
dmuonozus u namozenes. [IpUdHbL
U MEXAHU3M PE30POIMN KOCTHON TKa-
Hy 11pu GSD 10 HACTOALIETO BpEMEHU

Puc. 5

KoponapHbifi 1 akcuanbHbi KT-cpesbl gepes 1 rog nocie aMO0IU3aHK: BU3yaII31-
PYIOTCA 3MOOJBI B MATUCTPAIBHBIX U MEJIKMX NPUIEKAIMKIX COCYAAX; IIONOCTb BHYTPH
MIO3BOHKA 3ANOTHEHA OHOPOAHON MACCOH, UMEIOMIEN OAHOPOAHBIN HU3KOUHTECHCHB-

HbIV CUTHAI

Ta6anua

Pacnipepenenye arokanmsaymit KOCTHBIX opakeHu ripu cuHapome opxema [38]
Noxanmsanyst Koanuectso cayuaes, n (%)
Yepen 8 (4)
YentocTHO-AMITEBAsST 0ONACTD 42 (23)
TTosBoHOYHMK 18 (9)
Tas 14 (7)
TpyaHast knetka (BKAIOYAs TOPASKEHUE KAIOUMITHI ) 35(19)
BepxHsist KOHEYHOCTD 41 (21)
Hyoxusist KoHEeYHOCTD 22 (11)
MHuoroo4aroBoe rnopaxeHue 11 (6)
Bcero 191 (100)
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He yCTaHOB/EHBL Sekharappa et al. [47],
CCBUIACD Ha 60JIEE PAHHUE TyOIUKALIUY,
BBIJICJAET CUH/IPOM [OpXeMa KaK OfinH
U3 TIATH BAPHAHTOB UUONATHYECKOTO
PAaccachIBaHUA KOCTH, OCHOBHOH XapaK-
TEPUCTUKOI KOTOPOTO ABIACTCA aHTHO-
MATO3 WIHM T€MAHIHOMATO3. [IoMuMO
cuHapoMa [opxeMa, K MMONaTHIECKIM
OCTEOJIHU3UCAM OTHECEHBI [Bd BAPUAH-
T4 HACIEACTBEHHBIX MyJIbTHOYATOBBIX
OCTEOJIM3UCOB (JOMUHAHATHBIN U PELIEC-
CHBHBIIT), OCTEOIM3UC IIPY TTOPAKEHUAX
IIOYEK CO 3/I0KAYECTBEHHON IUIEPTEH-
3uert u cunapoM Winchester ¢ mopaxe-
HUEM KUCTEN, CTOII, KOKHU, HAPYIIEHUEM
3PEHUA U OCTEOIOPO3OM.

O4eBU/IHO, YTO OCHOBHBIMH YY4CTHH-
KAMH OCTEOJIN3A ABIAIOTCA SHIOTEMNAD-
HBIE€ KIETKH, OCTEOKIACTBL U OCTEO0MA-
CTBL, OJHAKO MHEHUA 00 UX PONH B Pa3-
BUTUH CUHJIPOMA pacxoparca. Gorham
1 Stout [13] npeanoaraiy, 4To JOKaIb-
Has TPOMUQEPALHA BBICTIAHHBIX 3H/0-
TEIMEM COCYIOB IIPUBOAT K PE30POLIIN
KOCTH IIyTEM YBEJINYECHUSA PUTOKA KPO-
BU, U3MEHEHNA pH 1/ MEXAaHUYECKO-
ro gasinenus. Heyden et al. [21] canramu
€€ NPUYMHON BBI3BAHHBIC CHIKCHUEM
CKOPOCTH KPOBOTOKA B OCTEONUTHYE-
CKHX 30HAX TMIIOKCHIO U alu03, KOTO-
PBbI€, B CBOIO OYEPE/D, OBBIMIAIOT AKTUB-
HOCTb TUIPONIUTHYECKUX (PEPMEHTOB.

B mpOoTHBOBEC TEMAHTHOTEHHBIM TEO-
pUAM B IOCTEHUE TO/IbI MOABIAIOTCA
JaHHBIE O IMMQOreHHOM renese GSD.
YCTaHOB/IEHO, YTO HEKOHTPOIUPYEMbIIT
POCT MTUM(ATUIECKUX COCYAOB MOKET
OKAa3bIBATb OCTEONUTHIECKOE AEHCTBUE
HE TOJBKO 3a CYET MEXAHMYECKOTO JAB-
JIEHWA, HO U IIYTEM CEKPETUPOBAHUA
MAM(ATUYECKUMA 3H/I0TEINAIBHBIMU
KJIECTKAMHU (PEPMEHTOB, dKTUBHPYIOMNX
OCTEOKIACTBL. B uacruocry, npu GSD
OTMeYeH (DaKT GECKOHTPONBHOTO POCTA
B OUarax IMOPAKEHUA TUM(ATHIECKUX
COCY/I0B, OIIOCPEJOBAHHBIN AECUCTBUEM
TPYTITbI CUHTE3UPYEMBIX SH/IOTEMUOLATA-
MU (DEPMEHTOB, TaK HA3BIBAEMBIX vascular
endothelial growth factor (VEGF). Cyme-
CTBEHHYIO POJIb B IIATOT€HE3E OCTEONH3d
1pu GSD OTBOZAT aKTUBUPYIOLIEMY OCTE-
OKJIACTBI MHTEPIENKUHY-0 [27, 28, 34).

Muenus 0 poaIu OCTEOKIACTOB
B JIECTPYKLMK KOCTHOM TKaHU nipy GSD
IPOTUBOPEYUBBL: PAZ UCCIEN0BATENEN

KAMHUYECKUE HABAIOAEH WA
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TIOATBEPKAAET UX BBICOKYIO aKTUBHOCTh
[1,5,6,18,22, 26,32, 36,42, 44, 48, 50,
APYTHE OTMEYAIOT UX OTCYTCTBUE B OYd-
rax ocreonusa [12, 13, 21, 45, 51]. Ilpu-
YHHA TAKOTO MPOTUBOPEYHS, BO3MOK-
HO, 0OYCIOBJIEHA IPOBE/ICHUEM TUCTO-
JIOTUYECKOTO UCCIEIOBAHMS HA PA3HBIX
crapuax npouecca [4]. Haanuue cra-
AAMHOCTU TOATBEP:KAAOT Pazzaglia
et al. [41], oOHapyXUBIIKE IIPU TUCTO-
JIOTUYECKOM U UMMYHOTUCTOXMMUYE-
ckoM (MI'X) nuccnenoBanuy Matepuan
OJHOTO MAIIUEHTA JIBA PA3HBIX O KIE-
TOYHOMY COCTABY M THCTONOTHYECKON
KAPTUHE TUIA U3MEHEHUIL: B 30HE MAC-
CUBHOT'O OCTEOJN3a C IJIOTHO PaCIIo-
JIOXKEHHON KJIETOYHON MACCOU U pac-
CEAHHBIMU B HEN OCTATKAMU KOCTHOH
TKaHu UI'X-nccneioBanme OoATBEPAIIO
HAJIMYUE BBICOKOU dAKTUBHOCTH OCTEO-
KITACTOB. 30Ha KOCTHOH CTPYKTYPHI ObLIA
NPEACTABNEH COXPAHEHHON I'y09aTON
WIA KOPTUKAIBHOHU KOCTBIO, B KOTOPOI
PACIIONATannuCh SHAOTENTHAIBHBIE JTAKY-
HBI C PA3BUTON COCYAUCTOM CETBIO.
OcobenHoCmU KIUHUYECK020 meye-
rug. Kmmandeckad kapruna GSD Hanps-
MYIO 32BUCHT OT JIOKATU3AIUH OPAKE-
Hud. Haubosee pacnpocTpaHEHHBIM
CUMIITOMOM 3200JICBAHUS SABIAECTCS
JIOKA/IbHASI 60JIE3HEHHOCTD, PEKE — OTEK
U (PyHKIMOHAJIPHOE HAPYIIEHHE TI0Pa-
’KEHHOTO cermeHTa. [Ipu gocrarou-
HO 4aCTOM OECCUMITOMHOM TE€YEHUN
MaHU(ECTALUS CBA3aHA C PA3BUTUEM
OCJIOKHEHUI: P MOPAKEHUHN TPYHO-
ro JUM(pATUYECKOTO TIPOTOKA, CBA3aH-
HOTO C XWJIOTOPAKCOM, SIBJICHUSIMU [IbIXd-
TEJBHOW HEJIOCTATOUHOCTH WK PECTIU-
PaTOPHOTO JUCTPECC-CUHAPOMA [53)],
IPU KOCTHOM MOPAKEHUN — MATOJIOTU-
YECKUM TIEPENTOMOM KOCTH, TIPU MOPa-
’KEHUU NIO3BOHOYHMKA — HEBPOJIOTAYE-
CKUMHM HAPYIIEHUAMU U AePOPMAITHEIL.
[To ganueiM Hu et al. [23], 601 6b11a
v 59,7 % MALUEHTOB, (DYHKI[MOHAILHBIE
HAPYIIEHUA U OTEK OTMEYEHBI C IPH-
OMU3UTENBHO OJIMHAKOBOU 4ACTOTON
(194 1 17,9 % COOTBETCTBEHHO), y 26,9 %
JWATHO3 YCTAHOBJIEH MOCTE TTATONIOTU-
geckoro nepenoma. B 3 (4,5 %) ciy4a-
X OCTCONUTUYECKUE OYArd OKA3ANTUCH
CIIY4arHOM J1y4eBOM HAXOAKOH, B 4
(6,0 %) IMarHO3 YCTAHOBJIEH MOCIIE MOTE-
pH 3y060B. B OTHOM CrIy4ae opakeHue

KOCTU COIIPOBOXK/JAJIOCH JUNATALIAEN
PETHOHAPHBIX TUM(PATUYECKHX COCY/IOB
C Pa3BUTHEM CTOHOBOCTH KOHEYHOCTH.

Jluaznocmuxa. ECTb HECKOJIBKO Aar-
HocTrueckux kpurepues GSD [20]:

— TUCTONOTMYECKHE: BEPU(DUIIPOBAH-
HBII AHTHOMATO3, OTCYTCTBUE KIETOY-
HOI1 aTUIIAY, OTCYTCTBUE WIX MUHUMAJTb-
HBII1 YDOBEHD AKTHBHOCTU OCTE00IACTOB,
OTCYTCTBUE JUCTPOPUIECKON KaJIbIIH-
(buKanuy, NPOrpeECCUPYIOMHUIN XapaK-
TEP JIOKATBHOTO OCTEONN34, OTCYTCTBUE
MIOPAKEHNA BHYTPEHHUX OPTaHOB;

— JIy4EBBIE: IOATBEPAK/CHUE PACCACHI-
BAHUA KOCTH IIPU OTCYTCTBUM TEH/ICH-
[IUU K 9KCIAHCUBHOMY MM U3BA3BIA-
IOMEMY POCTY; PEHTTEHONOTUYECKUMU
npusHakamu GSD HAa paHHUX CTafuAX
ABJLAIOTCA HEOOMBIINE MO PA3MEPY (POKY-
CBI 32TEMHEHUS, CJIMBAIOMINECH 10 MEpe
IPOTPECCUPOBAHUA TIPOLIECCA;

— 1a060PATOPHBIE: UCKIYECHUE
HACJIEACTBEHHON, META00INYECKOM,
UCTUHHOMN ONYXOJIEBOM, dyTOUMMYH-
HOH WM UH(PEKIUOHHON 3THONOTUH
TOPAKEHYAL

Kpome Toro, nopakeHue Tpyo4aThix
KOCTEI MOKET TIPOSBIATHCA KOHIIEHTPHU-
YECKUM CYKEHHEM KOCTHU (CHMIITOM TAIO-
ment cseunt) [30], a mopaxeHue MO3BOH-
KOB Y JIETEH — HATUYMEM OCTEONEHUH,
MYJIBTHOYATOBOTO OCTEO/N3d U TETEPO-
TEHHOCTBIO KOCTHOH TKAaHHU. XapaKTep-
HBIM IPU3HAKOM THIEPBACKYIAPHOCTH
IPOLIECCA SABSAETCS BhIIBIAEMBIA 110 MPT
TMIEPUHTEHCUBHBINA CUTHAM OT KOCTHO-
ro mo3ra B T1-pexume [30, 41].

C y4eTom BapuabenbHOCTH CKOPOCTH
OCTE0NMN32 HaUOOIEE IEPCIIEKTUBHBIMU
OUOMAPKEPAMH €T0 aKTUBHOCTHU CUUTA-
torca VGEF-A [7, 10, 37] u unTepiei-
KuH-6 [12, 17, 18, 43], ypoBeHb KOTOPBIX
npu GSD MOxeT GBITh NOBBIIIEH. BMe-
CT€ C TEM MOKA3ATENHN ITUX [JUTOKMHOB
MOI'YT OCTABAThCA ¥ HOPMAJIbHBIMU [25,
37], IO3TOMY IIPOJOIIKAIOTCH AKTUBHBIE
TIONUCKU JIPYTHX OMOMAPKEPOB OCTEONH-
3a — VEGF-C [37], PDGF-BB [25], SRANKL
u ocreonporerepuHa [18].

Jleyenue. EQUHOTO MOAXO/A K Je4e-
HUIO ManueHToB ¢ GSD Ha ceropHsm-
HUI JICHb HET, €T0 BHIOOD 3dBUCHUT
OT KJIMHUYECKUX MPOABIECHUH, TAKE-
CTH U PaCrIPOCTPAHEHHOCTH TIPOLIECCA.
XUPYPrudecKoe JE€UYEHUE UCTIOMB3YIOT
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IPH XWIOTOPAKCE, TIPUMEHSIOT IUIEB-
P3KTOMHIO, TOPAKOLICHTES, IEPEBIA3KY
1 3MOOJM3ALHIO IPYAHOTO IPOTOKA [40],
WIN 110 OPTONEJUYECKUM MOKA3AHU-
AM. CTaOMIN3AINIO U PEKOHCTPYKIIUIO
TIOPAKEHHBIX CETMEHTOB CKEJIETA PEKO-
MEHJYIOT IPOBOJUTE B CTAOWIBHOM (haze
oonesnu [20]. JIy4eByo TE€pAnuIo Npu-
MEHSIOT KK B BUJIC MOHOTEPAIINH, TaK
U B KOMIUIEKCE C XHUPYPIUYECKUM JIeye-
HueM [8, 9, 11], ykasbiBas Ha ee KIMHU-
YECKYI0 3(P(EKTUBHOCTD B 75 % CIy4a-
€B JIOKAIbHBIX TIOPAKEHUI TIPU 001IEi
03¢ obmydenus 36-45 Ip ppakiusamMu
no 2Ip (8, 9, 33, 35]. U3 MeAMKAMEHTO3-
HBIX CPEZICTB UCTIOMB3YIOT 6ucdocdo-
HATBI 1 HHTEP(EPOH-ATb(A-2B, TPUIEM
K4K U30JMPOBAHHO, TAK U COBMECTHO
[1, 15, 16, 18, 25, 31, 42, 54]. Coobma-
€TCA TAKKE 00 YCIEMHOM IPUMEHEHUN
6eBanusymada [15], mponpanonona [38]
U KaapuuTOHUHA [40], OAHAKO TaKUE
COOOIMEHNUSI KACAIOTCA OTHEIbHBIX
HAOMIOICHHI.

[Ipu BceX METOMAX JIEYECHUA OTMEYA-
€TCS BO3MOKHOCTb POTPECCUPOBAHUA
3a6onesanus [40].

Bosppamasace K HameMy HabJIofe-
HUIO, MBI TIOHUMA€M, YTO OTCYTCTBHE
MOP(OIOTUYECKOTO U UIMMYHOTHCTO-
XUMUYECKOTO OATBEPAJICHUA INATHO34
CYIIECTBEHHO CHIDKACT JIOKA32TEMBHOCTD
HAIIEN OIIEHKU MaTOJOTHH KAK CHH/PO-
Ma Topxema. [TareHTKa TpebyeT Aajb-
HEUIIETO HAGMIOCHN, TAK KAK TCUECHUE
3260JIEBAHUS OCTAETCS HE BIIOJIHE MPEI-
CKa3yeMBIM, XOTSl U KOHTPOJIHPYEMBIM.
MBI COYIN BO3MOKHBIM IIPE/ICTABUTD
JAHHbBIA KIMHUYECKUI CIy4al HE TOJb-
KO I OOCYXKAEHUA JUATHO34, HO U
IS TOTO, 9TOOBI OKA34Th CJIOKHOCTH
JUATHOCTUKH PEAKON (POPMBI TEMAHTHO-
MATO3HOTO IOPAKEHUA TO3BOHKA Y KIIN-
HHUYECKYIO 3(P(EKTUBHOCTD BEIOPAHHON
TaKTUKH SHJOBACKY/IAPHOTO JECUECHHUS.
MOXHO TONBKO TEOPETUYECKHU ITIPEN-
CTaBUTD CeOE Te MOTEHIIMABHBIE PUCKH,
C KOTOPBIMU MBI MOIIU GBI CTOJIKHYTHCA
TIPY BBIIOJHEHUH KaK 33KPbITOH TPEHaH-
OMOTICHY TENA TO3BOHKA, TAK ¥ OTKPBITO-
IO BMEMATENLCTBA.
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