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B cmampue 0ano onucanue 06yx cyuaee 00H020 u3 peoxux 3aoonesanuii — cunopoma Gorham-Stout, komoputii conpososicoa-
emecsa MaccuGHvlM OCMEONUZUCOM PASTUYHBIX YUACmKO8 KocmHuou mkanuu. Ilpueeden numepamypuutii 0630p. H3onuposannuiii
ocmeonu3uc OmMOenbHvIX yHAcmKo8 KoCmu npomexaem 6onee 000poxaiecmeenno oe3 napywienusn gynuxyuu. Couemanue uouo-
RAMUYECcKO20 OCMEONU3UCA C XUTOMOPAKCOM AGNACHCA HEONAONPUAMHBIM NPOZHO30M. Jleuenue 603M0CHO KANbUUMOHUHAMU

unu oucghocponamamu.

Gorham-Stout — cungpom Topxema-Croyra
(MaccHBHOTO OCTEONHN3WCA) SIBISETCS PEIKHM CHH-
JpOMOM, IIpH KOTOPOM MPOUCXOIWT CIIOHTaHHAs
TporpeccuBHast pe3opOuust kocted. JlmarHos, mo
CYILECTBY, SIBIAETCS AMArHO30M HCKIIOUEHUS U OC-
HOBBIBAETCSI Ha KIMHUYECKHX, PAIUOIOTHUECKHX H
THCTOJIOTUYECKHX Pe3yNbTaTax

B nureparype onmcano Bcero 200 cimydaeB atoro 3aboseBa-
HUs, Y 57% 3a00neBIINX B aHaMHe3¢e ObL1a TpaBMa.

[TepBoe ommcaHue HIHONATUYECKOTO OCTEOJIU3HCA OTHO-
curcst k 1838 . B 1872 r. J. Jackson mponemMoHTpHpOBan ciry-
qaif «boneless army [1, 2]. OmyOnuKkoBaHO HAONIOACHHUE CITydast
MOJIHOTO OCTEOJIM3HCA IIEUYEBOH KOCTH Yy 18 IeTHEro My >KUMHBI
3a 11 net. JIBakabl y GOJIBHOTO OTMEYaIuCh CIIOHTAHHBIE TIepe-
JI0MBI 3TOH KOoCTHU. IIpH 3TOM OH yMmep B Bozpacte 70 1eT u [uiu-
TENIFHO MPOAOIIKAI 3aHIMAThCS (PU3NIECKIM TPYHIOM.

B 1955 rony I'opxam u CtoyT onmcanu 24 ciydas 3TOro 3a-
OoseBaHMs, Ha3BaB UX MPOIPECCUPYIOLIMM HANONATHYECKUM
ocreonnzucoMm [3]. B mpouecc BoBiekanach OfHa KOCTb HIIU
KOCTH CMEXHBIX obnacteil ckenera. OmHaKo Jalie Bcero Habro-
JaNCh TOpaKeHUs 4yepera, HipkHell uemoctu (15%), xoctH
redeBoro (26%) u tasosoro nosica [3, 4, 5, 6] (puc. 1).

I'mcromornyecky BO BCEX CIydasX OTMEYaNCsl Iporpec-
cupyronmid octeonu3 (osteolysis), Bcerna CBA3aHHBIA C aHTH-
OMAaTo30M KpPOBEHOCHBIX M HHOTAA JTUM(ATUUECKHX COCYMOB,
KOTOpBIE, MO-BHIMMOMY, OTBETCTBEHHBI 33 Pa3pylIeHHE KOCTH.
OCTEOKIIaCThI B 00JIACTAX Pe30pOIMU KOCTH HE ObLIH HAMICHEI.
TIpomeccoB KOCTHOTO peMOJIETMPOBAHYS HE OOHAPYKEHO.

OTHONOTH 3TOT0 32001IeBaHKs HE TOHATHA. bone3Hs Moxer
Pa3BUTHCS B II0OOM BO3pacTe, HO OOBIYHO — Y TIOAPOCTKOB U MO-
JoabIX MyxunH. HeT HuKakoi cemelHOM uin pacoBoil npesapac-
MOJIOKEHHOCTH K 3a00JIEBaHHIO.

Ipenmonaraercs, 9TO OCTEOIM3HC IIPOUCXOAUT U3-3a YBEIH-
YEHHOTO YHCJIa CTUMYIHPOBAHHBIX OCTEOKIAcTOB. Yare ocTeo-
JIM3HUC SIBIISIETCS IPOSIBIICHUEM JIPYTHX 3a00IeBaHui U OLleHHBA-
eTCsI KaKk BTOPUUHBI mporiecc [7].

B nauane 3a00neBaHus HHTpaMENyUISIPHO B CyOKOPTHKAIIb-
HO 00pa3yloTCsl 04ark pa3pspKeHHs, Mo Ty aud@ysHoro ocre-
0110p03a, KOTOPHIE 3aTeM MEAJIEHHO MPOrPECCUPYIOT U KOHIIEH-
TPHYECKH Pa3pylIaloT KOCcTh [4, 8] (puc. 2).

Perenepanuy xocTH He IPOMCXOAUT, AaXke KOTAA OCTEOIH-
3UC TpeKpamaeT mporpeccuponarsb. [latomorundyeckue mepeno-
MBI HUKOT/I]a HE CPACTAIOTCA.

Cungpom T'opxama-CToyTa HE CONPOBOXKAAETCS OOIIMMH
cumnromamu. OTMedaercs 6ONb B MeCTe IepeoMa U B Tocie-
IyIOIEM IMposBIeHne AehOpMALM U KOHTPAKTYPHI B MECTax
nepesioMoB. HecMOTpst Ha 3TO (yHKIMS KOHEUHOCTEH ocTaeTcs
COXpaHEHHOM, W HOBBII HEPeIoM MPOHMCXOOUT OOBIYHO IOCie
TpaBMbI [9, 10]. Bruoxumudeckne U reMaroIOrHYecKUe TECTHI
0OBIYHO B HOPME M HEOOXOMUMBI TOJIBKO JUISl HCKITIOUEHHUS APY-

KunoueBsie cioBa: cunopom I'opxama-Cmoyma, ocmeonuszuc, 0CmeoKkiacmol, KOCIHAsA pe3opoyus.

rux 3a00JeBaHUi, KOTOPbIE TOXe MOTYT IIPHUBECTH K CIIOHTaH-
HBIM II€pesIoMaM KOCTeH.

Ha ceropnsmnmii [eHb NpeanokeHO HECKOIBKO BEPCHi ma-
Torenesa cunapoma I'opxama-Croyra.

Knoch H.J. (1963) npemioxun BEpCHIO, YTO «MOITYAIIAs)
ramapToma (silent hamartoma) mocie MHHUMAaJIBHOW TpaBMBI
CTaHOBHTCS aKTMBHOW W BeZleT K pe3opOuuu koctu. Heiposa-
CKYJSIpHBIE M3MEHEHMs, TaKue Kak IpH arpoduu 3yaeka Wim

Puc. 1.

a. peHTreHOrpaMMa NpaBoii OeipeHHoii KocTH 77-J1eTHel
JKeHIIMHBI Yepe3 10 Heesib MocJie NaleHUs ¢ MOJTHOH pe3opouueit
NPOKCUMAJILHOTO 0T/e/1a OeAPEHHOI KOCTH
b. peHTreHorpaMmMa MacCHBHOIO OCTE0IH3HCA MPOKCHMAILHOIO
0TAeJIa IUIeYeBOl KOCTH
83-1eTHeill JKeHIMHBI
C. PEHTreHOrpaMmMa NnpaBoi NnJjie4eBoii KOCTH 56-1eTHel KeHITHbI
¢ JIM3HCOM T0JIOBKH IJIe4eBOii KOCTH.

BuaHbl TOIBKO (pparMeHTbI KOCTH
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Puc. 2.
a. natojoruyeckas puéposHasi TKaHb, paspociuasics
B OeipeHHOI KOCTH BMecTO TPadeKyJl, OKpy:KeHHas
MHOKECTBOM Pa3pPOCIINXCs KPOBEHOCHBIX COCY/10B
b. MHOTOsIIEpPHBIE OCTEOKJIACTHI HA JHe ammnoBbIX
(Hawship's) 1akyn

* elvott@mail.ru
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SAMETKWN N3 NPAKTUNKN

QIBrOHEHPOAUCTPOPUISCKOM CHHIPOME, TaK)Ke MIPaloT 0O0ib-
1LIYI0 pOJlb B IAaTOreHe3e ocTeonusuca [11].

Thompson J.S., Schurman D.J. (1974) cuuranu, 9Tto pas-
BHUBAIOIIMECS M3MEHEHHS CBA3aHbl C HAPYIICHHEM BaCKYJISPH-
3alM KOCTHOHM TKaHHU, KOTOpasi BelleT K IPaHY/SLUOHHBIM H3-
meHeHusM [9]. Young J.W., Galbraith M. (1983) npenmnonara-
JIM, 4TO OCTEOJIM3UC OOYCIIOBJICH SHJOTEHAIBHON AUCIUIa3HeH
TUM(}aTHYeCKUX U KPOBEHOCHBIX cOCyHoB [12].

Heyden G. (1977) npeamnonarai, 4To aHrTHOMaro3 o0ycIIOB-
JICH Pa3BUTHEM JIOKAIBHOH THIIOKCHM M aIiJ]030M, KOTOpbIE
BBI3BIBAIOT AKTUBHOCTH JIOKAJIBHBIX THAPOIHUTHYECKUX YH3UMOB
[13]. ITo nannem Spieth M.E., Greenspan A. (1997), koctHas
pe30pOLHs SBISETCS OCTEOKIACT crelrduuecKuM 3ab0neBaHu-
em [14].

TakuMm 00pa3oM, MOCKOJIBKY OCTEOKIACT SBISETCS IVaB-
HBIM B [IaTOT€HE3€ KOCTHOM pe30pOIHH, TO JIF00ast ero mojaoMKa
MOXKET NPUBECTH K Pa3BUTHIO HJIMONATHYECKOTO OCTEOJIM3UCA.
Baxnast poip B peryaupoBaHun IudhepeHIIMPOBKE OCTEOKIIa-
CTOB NPHHAUICKUT CHCTEME HMPOTOOHKOreHOB. B mocnennee
BpeMsi HOSBHJIMCH IPEIIONIOKCHHUS, YTO IIOBBIIICHHE YPOBHS
IL-6 siBisieTcst BayKHBIM (DaKTOpOM B MAaToreHe3e KOCTHOU pe-
3op6mmu [15, 16, 17, 18, 19, 20].

Onucanue ciryuaes

IIpuBoauM nepBblii KIMHHYECKHIT NpuMep

Iayuenmxka B., 62 200a, épau, nocmynuna 09.03.2010 e.
6 peemamonozuieckoe omoenenue KKb Nel e. Xabaposcka.
bonvuaa cmpaoana ncopuamuueckum apmpumom c¢ 2002 e.,
Ko20a enepevie NOABUNUCL OOU U NPUNYXIOCHb 201€HOCHON-
HbIX U KONEHHbIX CYCMABOS, CONPOGOHCOAIOWUECS. SHAYUMENb-
HbIM 02pAHUYEeHUeM OBUJICEHUll, YmpeHHel CKO8aHHOCmbIo. B
OanvHeliueM NPUcOeOUHUNUCH APpMPUMsl NACMHO-QATAH208bIX

Puc. 3.
4. KOCTHBIE TPafeKyJIbl C OrPOMHBIMH OCTEOKJIACTAMH
B lNammmnoseix (Hawship's) 1akynax, okpykeHHbIe
BaCKYJIAPU3MPOBAHHON (PUOPO3HOH TKAHBIO
b. MHOrOsiiepHbIe ocTeoKaacThl HA JHe [amunosbix (Hawship's)
JIAKYH, OKpY:KeHHbIe (puOPO3HOIi TKAHBIO C MHOKECTBOM
TOHKOCTEHHBIX KAIIMJLISIPOB

Puc. 4. Pentrenorpammal 60/1bH0ii B. kucreii (A)
u npasoro mieya (b)

Ne 1/2011 OcTEONOPO3 1 OCTEO

Cycmasos u nPOKCUMANbHBIX Mexchananeogvix cycmasos I u
111 nanvyes npasoii kucmu, ommedanucs 6oaU B0CHATUMENLHOLO
Xapaxkmepa 6 mazobedpeHHbIX CyCmasax u NOACHUYHOM omoeine
NO360HOYHUKA, ¢ SHMe3onamuamu. [layuenmxe 6bi1 8blcmasieH
OUACHO3 NCOPUAMUYECKO20 ApMPUMA, HA3HAYeHa DA3UCHAS me-
panus memompexcamom 6 doze 15 me/ neoemo. Ha ¢one yka-
3aHHOU mepanuu Ovlia 00CMuUeHyma OIumenbHas MeOUKAMeH-
MO3HAS PEMUCCUA.

C 2007 2. y 60nbHOl pazeuacs UHCYIUH-ROMPEOHbI ca-
xXapuvlii ouabem 2 muna, cpeoHe-madxtCeno20 meyeHus, no no-
600y Ye20 OHA NONYYANA NPONOHSUPOBAHHYI UHCYIUH (LAHNTYC
20 eo./cym.) 6 couemanuu ¢ memgpopmurom 850 me/cym.

B oxmaépe 2008 2. npu nadenuu c vicomvi coOCMEEHHO-
20 pocma y 60bHOU NPOU30ULEN OCIMEONOPOMULECK ULl neperom
20106KU NPABOTL NLe4e6oll KOCMU, 8 CEA3U C YeM OHA 20CNUMa-
AUUPOBAHA 6 OPMONEOUUECKoe OMOeNeHUe HCele3HOOOPOIC-
HOU 601bHUYbL, 20€ ObLIO NPOBEOeHO ONEePaAmuHoOe JiedeHue ¢
HanodXceHueM NIACMutbl Ha Mecmo nepenoma. B danvneiiwenm,
npu KOHMPONLHOM PEHM2EHON02UYeCKOM 00C1e0osanuu yepes 3
Mec., ObLIU OBHAPYICEHbL OUAlU PA3PENCEHUs. 8 20NI06Ke Nieye-
801l Kocmu, komopbsie npocpeccuposanu. Yepes 10 mecsayes na
penmeenozpamme Oblil OOHAPYIHCEH NOIHBIL OCMEOTUIUC 20NI06KU
u eepxnell mpemu nieuegou xocmu cnpasd. Kiunuuecku 601b-
Has omMmeyana ymepeHHyio 60/b 8 6epXHeli mpemu nieva u oepa-
HUueHue obvema 08UNCEHUIl NPAsoll YKol 8 NileYesom cycmase
00 yposns 90° 60 6cex nIOCKOCMsIX, 6 OCMALLHBIX OMOENAX 6EPX-
Hell KOHeUHOCMU 08UMCEHUS OCMABANUCH 6 NOTHOM obbeme. Me-
mompexcam nayuenmKka He NPUHUMAIA C MOMEHMA nepeiomd,
Xoms HecmepouoHvle NPOMUBOBOCNANUMENbHbIE NPENAPaAmbl
(HIIBII) ucnonvsosana nocmosiHHo (Humecyiuo, Oukioghenax,
MENLOKCUKAM,).

C smnsaps 2010 2. npocpeccusno Hapacmana akmugHOCHb
NCOPUAMUYECKO20 APMPUMA, CONPOBONCOABULAACS BbIPUICEH-
HbIM 601e6bIM CUHOPOMOM U CKOBAHHOCMBIO, 8 NPOYeCcC 606ie-
KAUCH MenKue U KpynHvle CYCmagbl HUNCHUX KOHeYHOCME, Mei-
Kue cycmaswl kucmeul. bonbnas nocmoauno npunumana HIIBII ¢
KPAMKOBPEMEHHBIM NOTONCUMENbHBIM Shpermom.

24.03.2010 2. nayuenmka nocmynuia 6 omoeineHue pes-
mamonoeuu KKbB 1 2. Xabaposcka, 20e 6vin noomeepiicoeH
OUASHO3 NCOPUAMUYECKO20 apMPUMA biCOKOU CMmenenu aK-
muenocmu. Obvexmusno: Obwee cocmosiHue y0081emeo-
pumenvHoe, 2UNepCcMeHuyHd, HA KOXHCe BEPXHUX U HUICHUX
KOHeuHOoCmell, Mylosulje MHOMCECMBEHHblEe APKUe NCopua-
muyueckue ONAWKU, HO2Megble NAACMUHbL USMEHeHbl (2unep-
Kepamos, OHUXOMUKo3), uoumele causzucmele Oneonvie. Cy-
CMABHOU CUHOPOM NO MUNY ACUMMEMPUYHOLO NOAUAPMPUMA
¢ nopasicenuem OUCMANIbHBIX Mexchananzoevix cycmagog 11,
111 nanvyes neeou kucmu, oakmunum Il narvya npasoti Ku-
cmu u IIl, IV nanvyes npagoti cmonsi, ¢ NIOMHLIM OMEKOM
nanbyes u CUHIWHOCMbIO KOXCU, apmpum npago2o KojieHHO-
2o cycmasa. Kpome mozo, ommeyanucy unmeHcusHvie 601u
8 Kpecmy080-no08300UHbIX COYIEHEeHUAX, Oonbule cnpasa.
Hsudicenusn 6 NOPAdCEHHbIX CYCMABAX PE3KO 02PAHUYEHbL U3-
3a 6onu u omexa. /leudicenue 8 nieuegom cycmase esoil pyKu
00 ypoens 90°. Cuna 6 kucmsx chudicena 0o 3-x 6annoe cnpa-
6a, 4-x — caesa. [lpu ayckynemayuu.: mouvl cepoya npuiyuie-
Hbl, pummuunbsle, akyeum Il mona na aopme, maxuxapous 00
100 yo. mun, A 160/90 mm. pm. cm., Ovixanue 8e3uKyiapHoe,
xpunos Hem. JKusom msaekuil, 6esbonesnennsili. Ileyens, ce-
ne3enKa naibnamopHo He ygenuyenst. Cmyn, ouypes 6 Hopme.

B ananuzax kposu ommeuanacb yMepeHHas amemus 00
101 e/n, ycropenue COO 6 npedenax 54-66 mm/uac. Ilpu b6uo-
XUMUYECKOM UCCIe008AHUY — YBeTUdeHUe MPAHCAMUHA3 8 5 pa3s
(AJIT-156, ACT-184 mmons/n), 6ce Opyeue noxkazamenu 8 npede-
1ax Hopmbl. AHanU3el MOUU 6e3 NPUSHAKOE NAMONOSUMU.

Tuxemuueckuii npogunsv 10,6-9,4-18,1-16,7 mmonv/x.

28




Ne 1/2011 OcTEONOPO3 1 OCTEOMATUM 3AMETKW N3 NMPAKTUKI

Ha penmeenocpamme Kucmeil u KOIEHHbIX CYCMABOE — MU-
nuYHAaA KapmuHua ncopuamuveckozo apmpuma. Ha penmeeno-
2pamme npaeoll Nievesol KoCmu — IU3UC 20N06KU U 6EPXHEll
mpemu npagoll nievesou kocmu. Ilnacmuna nexcum 6 mse-
Kux mrausx nieua (puc.4). B omoenenuu, ¢ yuemom 6bicOKOU
cmenenu aKmueHocmu OoNe3HU U MAXCEN0U COnymcmeyouet
namonozuu, 60IbHOU nposedenvl 3 ceanca niasmogepesa, Ha-
3HaYeHa KoMOUHUpoaHHasa OasucHas mepanus (1e@payHamuo
20 me/ cym 6 couemanuu ¢ memompexcamom 10 me/nedenro —
66udy oucnenmuyeckux senenuil). 29.05.10 e. nposedena un-
@y3us 5 me 301edponosoil Kuciomwl (axnacmet). Hasnaueno
npenapamol Kaibyus 6 COYeMmAanuu ¢ aKmMueHblM Memaodonu-
mom eumamuna D. IIposedena cumnmomamuueckas mepanus
¢ noobopom adekeamuou aHMuSUNepmen3usHol mepanuu,
CMabUIUBUPOBAH YyposeHb 2nukemuu. BonbHas Ovlna ebinucana
U3 CMAYUOHAPA CO 3HAYUMENbHBIM YIYUUEHUEM.

IIpuBoauM BTOpOIi NpuMep

IHayuenm III., 18 nem, cmydenm mpancnopmmnozo Koi-
J1€024¢@, NOCMYNUIL IKCMPEHHO 8 OMOENEeHUe J1e20UHOU XUpypeuul
KKB Nel e. Xabaposcka c scanobamu Ha 006Ky npu HebONb-
wotul husuueckoll nazpyske, oowyI0 c1abocms, GbICMPYIO YMOM-
ssiemocms, cybogebpunvryio memnepamypy 0o 37,3° evipasicen-
HYI0 Oeghopmayuro 1e8oil NON0BUHBL 2PYOHOU KIEeMKU.

Ilo ambynamopnou kapme 6 2005 2. na ¢prroopocpamme goi-
ABNEHbL NepelomMbl 08YX pebep, 00HAKO HA 3aKII0UeHUe PeHm-
2eHON02a HUKMO He obpamun enumanue. Tpaemvi OonbHOU
ompuyaem. B cenmsabpe 2009 2. cmana 6ecnoxoums obujas
cnabocms, Gvicmpas Ymomasemocms, cyogebpunvHas mem-
nepamypa, 00blWKA Npu HeOONLWOU QuU3UUecKoU HazpysKe.
CamocmosamensHo 3amemun msdicenue yuacmka pebep 6 noo-
nonamounoill obracmu ciesa. Obpamunca 8 NOAUKIUHUKY NO
Mmecmy scumenvemea. Penmeenonozuuecku viagnen neocmo-
POHHUU nIespum, 0ecmpyKmuenvlil npoyecc & peopax (¢ 11
no Xl) cnesa. bBonvhoti ambynamopHo KOHCYIbMUPO8aH hmu-
suampom, opmoneodom. Cneyugpuuecxuii npoyecc (mybepxynes
Jle2Kux, Kocmetl) UCKIIOUEH.

20.10.2009 e. 6onvnoii L. ecocnumanusuposan 6 JIXO KKF
Nel Ons ymounenust Ouaznosa u npogedenust OUAZHOCMUecKou
buoncuu.

Obvexmusro: Obwee cocmosiHue y0081emeopumenvHoe,
acmenu4eckoe MenocioNHceHue, KOXCHble NOKPOBbl U BUOUMbLE
causucmoie OeoHble, 2PYOHAs KILemKa 0epopMuposana uz-3a Ha-

PYULeHUsl YeLOCIHOCMU KAPKACA — BUOUMOE HA 2]1A3 GMSIIICEHUe
8cetl 1e601 NON0BUHBL 2PYOHOU KIemKU. 30ech dce NIomHblll pas-
JUMOT OMEK MASKUX MKAHell 00 YPOGHSL 1e80 NO0E300ULHOU KO-
cmu be3 socnanumenvHulx npusnaxos. Ipu ayckynomayuu crnesa
ObIXAHUE BbLCTYUUBANIOCH MOLLKO 8 BEPXHUX OMOENAX, CNPASA —
ocnabneno Hao 8cell nosepxHocmvio Jnezkoeo. Towwl cepoya
epomKue, pummuunvle, maxuxapous 0o 100 yo. mun, A/] 100/70
mm.pm.cm. JKueom msexuil, 6e360nesnennvil. Ileuenv, cenesen-
Ka nanebnamopHo He yseauuenvl. Cmyn pecyniaprvlil, ouypes He
UBMeHeH.

Ha 0630pHoii penmeenocpamme — Kapmuna 1€60CMOPOHHe-
20 euopomopaxca. Ha xomnwvromepnoii momoepaguu opeanog
2PYOHOU KIemKU — MHOJICeCMEEHHble NepeioMbl pebep Je6ol
NONOGUHBL 2PYOHOLU KIemKU, NepelomMbl Yacmu NONePeyHbIX On-
POCMKO8 2PYOHbIX NO360HKO8. Pebpa ucmonyennl, yacmo u3 Hux
npocnescugaemcs 8 uoe pacmenmos. Boipasicennviii ocmeo-
nopos. B nneepanvhotl nonocmu 601bui0e KOIUYecmeo c600600-
Houl scuokocmu. Komnpeccuonnvlii amenekmas ciesa.

Ilpu nposedenuu naespanvroii nynkyuu (20.10.09 2.) nony-
uerno oxono 3000 mn sxccydama cepo-dicenmozo ysema 6e3 3a-
naxa. Jlesas nnespanvuas nonocms openuposana no bionay.

B ananuzax kposu ommeuancs ymepenHulil aetkoyumos (00
13,7 moic.) ¢ nebonvwum cosuzom éneso. COJ 6 npedenax 24
-10 mm/uac.

Puc. 5. ®ororpadus 6onsnoro II1. npu Bemucke (2009 r.)

Tabnuua 1.
Knaceupukanus naimonarudeckoro ocreonusuca (Hardegger F. u ap.)
Tunsl
HacnencrBeHHBINH Pa3BuBaetcs 00bIYHO B Bo3pacte 2-7 yieT. Bo3HUKaeT CrioHTaHHAs OONb B KHCTIX
MYJNBTHLEHTPAIBHBIN U CTOIAaX, 3aTeM KapHOoTap3albHBI OCTEOJHM3HC HAPACTAECT B TEUCHHUE HECKOIBKUX
OCTEOJIM3UC C JOMUHAHTHBIM THIIOM JIeT. B 1oHOIIeCKOM BO3pacTe caMOCTOATENbHO MPEKPAILASTCsI.
HaCJIeIOBaHUS

HacnencteeHHbli ocTeonusuc ¢ pe-
LIECCUBHBIM TUIIOM HACJIEJOBAHUS

[Toxox Ha mepBblii THII, HO BEIPAXKEH 'eHEePaIn30BaHHbII 0CTEONOPO3.

HenacneactBeHHbIH MYJIBTHIICH-
TPaJBHBII OCTEONIH3HC
¢ Heponaruent

Pa3zBuBaercs B panHeM aetctBe. [IposiBisieTcs: TM3UCOM KOCTEH 3arsiCThsl U CTOIIBI,
COIPOBOXKIACTCS BEIPAKCHHOW MpoTenHypueii. CMepTh OONBHBIX 00yCIIOBICHA pa3-
BUTHEM MOYEYHOIN HEAOCTATOUHOCTH U BBICOKOM TMIEPTEH3HEH.

TopxaMm cunapom

Ocreonu3uc BO3HUKAET B JIO00I YacTH CKeNleTa, HOCHT MYJIBTHLEHTPAIBHBIA Xa-
pakTep, MOXKET HadaTbesl B IIOOOM Bo3pacrte. B ouare ocreonmsuca oObr9HO 0OHa-
pYXUBaeTcsl TeMaHrHoMaro3Has TKaHb. [Iporekaer 6e3 Hedponaruu. Octeonusuc
0OBIYHO caM IMPEKPaIaeTCs CIyCTs HECKOJIBKO JIET.

Bunuectep cunznpom

AyTOCOMHO-peIiecCHBHOE 3a00/1€BaHNEe, BO3HHUKAET B A€TCKOM Bo3pacte. [Iponcxo-
JUT OCTEOIM3UC KapIoTap3aibHbIX KOCTEH C Pa3BUTHEM KOHTPAKTYp, IOPaKEHHEM
KOXH, poroBuubl. Pa3zsuBaercs ocreonopos. Hedponarum Het.
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Tlpu 6uoxumuueckom ucciedo8anuu 6ce NOKA3amenu 6 npe-
denax Hopmbl. Ananuzvl Mouu 6€3 NPU3HAKO8 NAMOLOSUU.

B nnespanvrom sxccyoame: caxap — 7,0 mmonwv/n, amunasa —
42 6/n. B nnespanvbroil JHCUOKOCMU POCMA MUKPOOP2AHUIMOG HE
obnapysceno. bakmepuu mybeprynesa ne naiioenul, amunuynvie
Knemku He Hatloenvl. Knemounwiii cocmas: aum@poyumot — 91%,
so3unoguast — 2%, c/a0ep. — 1%, maxpogpazu — 6%.

Ilpu  ummynogenomunuposanuu sxKccyoama nieepab-
HOU NOLOCMU KIEMOK ¢ aMUuNnuiHbIM UMMYHODEHOMUNom He
BbIABIIEHO.

Bright Spes
Khabarovsk KB 2 fotl)

BrightSpeed
k B3 2 el

IIpoyenm B-numepoyumos cocmaensiem 11%, T-numpoyumet
cocmasnsiom  72%. Coomnowenue cyononynayuti CD4/
CD8=3,6.

Tpu 6uoncuu xocmanvrotl nieepwi: Ilpenapamvl Kycoukog
nieepvl NPeOCmagienbl NONEPeYHO-NOTOCANBIMU  MbIUYAMU,
BONIOKHAMU C BKAIOYEHUAMU COCOUHUMETLHOU MKAHU U HCUPOBOT
xkaemuamku. Ommenaromes ouazosvle KpOBOUITUAHUSA, GOCHAU-
MeNbHAA UHDUILMPAYUS C KPYNHBIMU KDOBEHOCHBIMU COCYOAMU
U Hanodxcenuem nieHoK Gubpuna.

xt Oct 14

Puc. 6. A — cepusi TOMOrpamMm npu nocrymieHuu, b — npu Beimucke (2009 r.)
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Ilpu 6uoncuu pebpa: B npenapamax gppacmenmol Kocmuotu
MKAHY € NPUNE2AIOWUMY YHACKAMU HONEPEUHO-NON0CAMbIX
muluty u orcuposoil mranu. Ipusnaxos onyxonesoco pocma u
cheyuguueckozo 80Cnanenus 8 NPUCIAHHOM Mamepuaie He
HauloeHo.

Ilposoounacey roncepsamuenas mepanus (Ouema, 207100,
napenmepanvbHas HYMPUMUSHAs No00epxcKka (Hympugiexc),
OKmMpeomud no cxeme, aHmugepmeHmuyvle cpeocmed, pacmeo-
Dbl AnbOYMUHRA, CBEXHCE3AMOPOICEHHAS NIAZMA.

03.11.09 2. evinonnena mopakomomus ciesa ¢ yOaieHuem
XUIOMOPAKCa, YaAcmu4HAsi KOCMATbHAs NAe8POIKMOMUS, NPO-
8e0eHa 0eKOPMUKAYUSL 1e2KO20.

B oanvuetiwem, necmomps na nposooumvie Meponpusimus,
ONUMENbHO COXPAHANOCH OMOeNeHue IKCCYOama XUnesHo2o xa-
pakmepa no openadicy. Ha epyonoii u boxosoii cmenxe scugoma
cpopmuposanacs ouasu OmMeyHOCmu, UMOUOUYUYU MKAHEU Xu-
JIe3HbIM KOMNOHEHMOM. DKccyoayus paspeutena 0OnoaHumeb-
HbIMU NIEBPATLHLIMU NYHKYUAMU.

Jna ymounenuss ouacrHoza 60AbHOU ObLL KOHCYIbMUPO-
6aH MEOUYUHCKUM 2eHeMmUKOM NEPUHAMANbHO20 YeHmpa e.
Xabapoecka. Ha ocnosanuu 6e0ywux CUHOPOMO8 — MACCUB-
HO20 ocmeonusuca pebdep U peyuousupyrouje2o 00HOCHO-
POHHE20 Xunomopaxca — Obll 3an0003pPeH PeOKuil CUHOPOM
Topxama-Cmoyma.

21.12.2009 2. 60oabH01 nepegeden 8 peemMamonozuieckoe
omoenenue KKE Nel, 20e 6vina nawama anmupe3opbmue-

Has mepanusi 6ucgoconamamu — uH@y3us 301e0poHO6OU
Kucnomul (akiacmel 5 M), HA3ZHAYEHbl NPEnapamvl Kdlb-
yus. B yooeremeopumenbHom cocmosHuu 60IbHOU BLINUCAH
015 HabawodeHus no mecmy scumenscmea (puc. 5). Januvie
MYTbMUCAUPATbHOU KoMnblomepHot momoepaduu (MCKT)
npedcmasnensvt Ha puc. 6. Konmponvnsie ocmompel npoge-
Oenwvl yepes 3 u 4 mecaya. Ha CKT cmabunvnas xapmuua
b6e3 ompuyamenvHol OuHamuku. B meuenue 2oda 6onvHol
nonyuan kapbonam karsyus 1000 me/c. 6 couemanuu ¢ ano-
@axanvyuoonom. Yepes 1 200 na MCKT (puc. 7) — neko-
mopas no3umueHas OuHamuka (omcymcmeue OalbHeluiell
Ooecmpykyuu pebep u mei NO360HKO8, CHUJICEHUE NPO3PAY-
Hocmu Kocmuwix cmpykmyp). 21 oexabps 2010 2. nosmopo
nocmynun 8 peemamonocuyeckoe omoenenue KK5 Ne 1. Ilpu
ocmompe cocmosanue yooeremeopumenvroe. Iemoounamu-
ka cmabunvuas (YCC — 72 6 mun., A/ 120/mm pm.cm.). B
cmamyce omcymcmsylom npusHaxu oenpeccuu. Borvrnomy
NOBMOPHO NPOBEOEHA UHQY3UA 301€HOPOHOB0U KUCIOMbL
(aknacmor 5 me). Ilpodondceno Habriodenue 3a nayueHmom.

ObBCYK/IEHUHE

Wanonatuyeckuif  OCTEONM3UC BKIIOYAET T'€TEPOreHHYIO
Ipyniy penkux Oone3Hei, HaYMHAIOMIMXCS IIIABHBIM 00pasoM
¢ nepuepryecKkoro ocreonusa, 6e3 oueBUAHON IpHIuHbI [21].
Yame 3T0 crnopajuyeckue WIM CeMEHHbIe CIydan C MHOXKe-
CTBEHHBIMH HJIM OMHOYHBIMH O4araMu ocTeonmnsuca. B mepsom
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cllydae OCTEONM3HC ObLI 00YCIIOBIEH TPAaBMOM, YTO, OUEBHIHO,
CTHMYIHPOBAIO pabOTy OCTEOKIACTOB ¥ NIPUBEIO K JIM3UCY TO-
JIOBKH T1edeBoit kocTth. [1pu 3ToM (yHKINMS TOKTEBOTO, Tyde3a-
MSICTHOTO CYyCTaBOB COXPAHSNIACh.

Hardegger, Simpson u Segmuller [22] npemioxuiu Knac-
CHU(UKAIMIO IISITH THUIIOB HJIUONATHYECKOTO OCTEOJIH3HCa
(Tabm.1).

CMepTenbHbIA HCX0f cllydaeB OOJE3HH MPOUCXOONUT y Ma-
[IUEHTOB, ¥ KOTOPBIX MPOLECC JIOKAIN30BaH B pedpax, HIKHEH
YeIIOCTH WM TellaX MO3BOHKOB, YTO IPHBOAMUT K Pa3BUTHIO
(haTaBHBIX OCJIOXKHEHUH (OOCTPYKIMH IbIXaTeIbHBIX MyTel C
Pa3BUTHEM ABIXaTeNbHOH HEAOCTATOYHOCTH, KOMITPECCHUH CITMH-
HOTO MO3ra).

Cunpom I'opxsma Britouaer 10 ciiegyromux NpU3HAKOB:
TeMaHTHOMa, MacCHBHAas KOCTHasl NeCTpyKuus, AudoysHas
MBIIIeYHass aTpodus, XUIOTOPAKC, TeMOPPArudecKHi 3Kc-
CyJar B IJIEBPalbHOH IOJOCTH, KOCTHas aHruoma, ¢pubpo3
KOCTH, OCTEOIOpO3, IHPOTrPEeCcCHBHAs KOCTHas pe3opouws,
HEepPEeTOMEI.

B Anrnmmm onmcano 25 cimydaeB codeTaHus cuHApoMa [op-
X3Ma ¢ XMJIOTOpakcoM, y 10 manneHToB XHJIOTOpakc ObLT IBY-
cTopoHHMH. Hannune OumiaTepaibHOr0 XMIOTOpaKca y TaKHX
OOJIBHBIX BCET/A BEIET K (haTalbHOMY HCXOLY.

B cBs31 ¢ mporpeccupoBaHreM OCTEONIH3HCA OBLIH HCIPO-
60BaHBI PAa3IMYHBIE METOABI JICUECHHS, OJHAKO KOHCEHCyca 10
CHUX IIOp HE JOCTUTHYTO. AMITyTaIysl, IPOTe3UPOBAHUE, IPOBE-
JieHue paguorepanuu B go3ax 30-45 I'peil He BnusIM Ha mpo-
rHO3 3a0oneBanus [18, 19, 20, 21]. Hagexnsl He onpaBaain U
BBEJICHUE ICTPOTCHOB, aHJPOT€HOB, MarHus, (PTOPUCTOTO Kajb-
s, TOPMOHOB HAJIOYEYHHKa, BUTAaMUHAa D, coMaToTponuHa,
HpOBeJIeHNE YABTPadruoIeToBOro 00IyueHns WK NepeIHBaHus
IDTaleHTapHo KpoBH [16, 17, 18].

MaccuBHBIH 0CTE€0IN3HUC YACTO CONPOBOXKAAETCA XHIIOTO-
pakcoM IIeBpalbHBIX MOJNOCTeH Min mepukapaa. OnucaHsl
CXEMBI JIy4eBOH Teparuy MOIIHOCTBIO oT 15-20 I'pait Ha 00-
JIACTH CPENOCTECHHUS (BEPXHIOIO, CPEIHIO U HIKHIOIO B TeUe-
HHe 2-X Hezenb) 1o 25-45 I'poit. [loctenenHoe yBennueHue
103 obmyuenust 10 45 ['pait sBasiercs Hanbosee s dexkTuBHON
CXEMOH 1 M03BOJISIET U30eXKaTh pa3BUTHSI HOOOUYHBIX PEaKIHH.
JlydeBas Tepanus Obla yna4Hoi y 64% MaeHToB ¢ XMIOTO-
pakcom [8, 9].

Jlpyrum MeTo0M JIeUeHHsI XMIIOTOPAKCa SBISIETCS] XUPYPIH-
YECKUW — HaJOKEHHUE JIMTAaTyphl HA TPyIHOH NpoToK [16]. DTO
TTO3BOJISICT YBEIUYUTH BEDKUBAEMOCTE OOJBHEIX ¢ 36% 110 64%.
OnHako HaJIOKCHHE JIUTATyphl Ha TPYIHOH NMPOTOK HE BCerna
MPUBOJANUT K IMONHOMY DEIIEHHUIO NMPOOIEMBI, B TAKHX CIydasx
HCIIONB3YIOTCS IPYTUE METO/bI JICUSHUSI XHMIIOTOpaKca — IUIEBPO-
nie3 u mieBposkromust [8, 9, 10], BO3MOXKHO coyeTaHue JaHHbBIX
METOZIOB.

B mHacrosmee Bpems NpeAcTaBIAeTCA LENECOOOPAa3HBIM
paHHee Ha3HAYCHHE aHTUPE30POTUBHOM Tepanuu (KaJIbIUTOHUH
i 6uchochoHaThl), KOTOPbIE MOTYT NPEAOTBPATUTD JIOKAJIb-
HOE TIPOTPECCHPOBAHNE OCTEONIU3HCA.

B namem BropoMm ciayuae cunapom I'opxama conpoBoxaas-
sl XHI0TopakcoM. beuti HasHaueHsl Oucdocdonarsr. C yuerom
OBICTPOrO MPOrpeccUpoBaHus 3a00JICBaHHS, MACCUBHBIM OCTE-
OJIM3UCOM HE TOJIBKO pebep, HO M HO3BOHKOB, IIPOTHO3 y 0O0Ib-
HOTO HeOJIaronpHATHBIN, OHAKO KOHTPOIBEHOE 00C/IeIOBaHUE 1
crabmnuzanusg MCKT nanneix uepes 4 u 12 MecsiuieB BbI3BIBAIOT
OINITHMH3M B JIGYCHUH JaHHOTO GOJIEHOTO.

SUMMARY

The paper provides a detailed description of the two cases
of one of the rarest diseases — Gorham-Stout syndrome. This
syndrome is accompanied by the massive osteolysis of various
sites of a bone tissue. The literary review is done. The isolated

osteolysis of the separate bone parts is a non-malignant
process, and it goes without abnormalities of its functions. The
combination of osteolysis with chylothorax is an unfavorable
process. The treatment of this disease is possible only by
calcitonin or bisphosphonates.

Key words: Gorham-Stout syndrome, osteolysis, osteoclasts,
bone resorbtion.
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