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XBopo6a lopema (Gorham—Stout disease (GSD) — ue pifkiCHe 3aXBOPIOBAHHS HEBU3HAYEHOT €TiONOri, IKe XapakTepu3yeTbCs CMOHTAHHUM | NPOrpecyynmM
igionatMyYHMM MAcKUBHUM OCTEOJi30M OAHIEi a60 [AeKinbKOX KiCTOK CKeneTy 6e3 kopensuii 3i cTaTTio, pacor, TUMNOM YCMNaAKyBaHHA Ta reorpadivyHoro micus
HApOMKEHHS NauieHTiB. Y MiXKHapOAHiii niTepatypi onncaHo 6nn3bko 200 BUNaakiB 3axBoptoBaHHs. PagionoriyHi 3miHn npn GSD foBoni cneundidHi, y Aesknx
BMNAaJKax MOX/NBA NOBHA PE30POLIS YPAXKEHOI KICTKN 3 03HAKaMK TaK 3BaHOi «(PaHTOMHOI KICTKM» aB0 3HUKHEHHS KiCTOK.

MeTot0 NoBiJOMIEHHS € 03HANOMIEHHS MEANYHOI CMINILHOTY 3 UM PiKICHUM 32XBOPIOBAHHSAM Ta 06r0BOPEHHS FiCTONOrYHOI 1 KNiHIYHOT Npe3eHTawii xsopobu
[opema 3 ypaXeHHAM rpyAHOro Ta nonepexkoBoro BifAiny xpe6Ta, pebep, i3 ABOGIYHUM rigpOTOPAKCOM, 0COBIMBOCTAMY PAfiONOriYHMX 3HAXiA0K i3 KOPOTKUM
ornafom nitepatypu.

Kntouosi cnosa: Gorham—Stout disease, ocTeonisic, remanriomatos, xsopoou KiCTok, AiTu, PifKiCHi XBOpoOy.

Gorham—Stout disease of the thoracic and lumbar spine,

ribs and with bilateral hydrothorax in a 11-year-old boy. Clinical case
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Gorham—Stout disease (GSD) is a rare disease of uncertain etiology characterized by spontaneous and progressive idiopathic massive osteolysis of one
or more skeletal bones without correlation with sex, race, type of inheritance, and place of geographical birth of patients. The international literature describes
about 200 cases of the disease. Radiological and changes in GSD are specific, in some cases, full resorption of the affected bone with signs is possible.
phantom bone or bone loss.

The purpose of our report is to familiarize the medical community with this rare disease and to discuss the histological and clinical presentation of Gorem's
disease with lesions of the thoracic and lumbar spine, ribs with bilateral hydrothorax, features of radiological findings with a brief overview of literature.
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bone3Hb lopema y 11-neTHEro manb4mka ¢ NOPaXXeHUWem rpyaHoro
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BonesHb Mopema (Gorham-Stout disease (GSD)) — 370 pefkoe 3a60/1eBaHNE HESCHOM 3TUONMOMNN, XapaKTepPU3YHOLLEECs CMOHTaHHbIM U MPOrPeccupyoLmnm
WAMONATMYECKAM MACCUBHBIM OCTEONIN3OM OAHOM WAM HECKONbKUX KOCTeil ckeneta 6e3 KOppensuuum C MONOM, paccoii, TUMOM HacnefoBaHUs
1 Teorpacdouyeckoro Mecta poXAeHus nauueHToB. B MexayHapofHoi nutepatype onucaHo okono 200 cnyy4aes 3aboneBaHus. PeHTreHorpaduyeckne
n3MeHeHus npu GSD A0BONLHO cneumdguyeckine, B HEKOTOPbIX CAy4asx BO3MOXHA NOHAA pe30op6ums NOPaXeHHONW KOCTW C NPU3HAKaMn Tak Ha3biBaeMOii
«(DAHTOMHOI KOCTW>» UM UCYE3HOBEHUS KOCTEN.

Llenbio coobLyeHns SBNSETCS 03HAKOMNEHME MEAULIMHCKOTO COO6LLUECTBA C 3TUM PefKUM 3a60neBaHNeM W 06CYXEHNe TUCTONOTNYECKON U KIMHNYECKOI
npeseHTauuu 60ne3Hu fopema ¢ NoOpaXXeHNem rpyaHoro W NOSCHUYHOrO OTAENOB NO3BOHOYHNKA, pebep, C ABYCTOPOHHUM FMAPOTOPAKCOM, 0CO6EHHOCTAMMN
PaZMONOrN4ECKNX HAX00K C KPaTKUM 0630pOM JINTEPATYpbI.

Knioyesbie cnosa: Gorham-Stout disease, 0cTe0nu3nc, reMmaHrnomMaros, 601e3HN KOcTen, JeTu, peakue 601e3HU.
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Bctyn

Bopoba Topema (Gorham-Stout disease
(GSD) € pinkicHUM 3axXBOPIOBAHHSIM, SIKe
XapaKTepU3y€EThCST PO3POCTAHHAM TOHKOCTIHHUX
JPIOHUX CY/IVH, IO TPU3BOINTH /10 PYWHYBAHHS Ta
pesopbuii kicTkoBoi Matpuili. XBopoba T'opema
HA3MBAETHCSI TAKOK  «XBOPOOOIO  3HUKAIOYNX
KICTOK», TOCTPUM CIIOHTaHHUM (hOKaJTbHUM abo
MaCOBAaHUM TIOTJIMHAHHSAM KiCTKH, T€MaHTiOMaTo-
3oM, JiMpanriomatozom Tomio [53]. Ileii mpoiec
MOJKe ypaxkaTh Oy/ib-sIKy YacThHY ckesera. Haitua-
CTIIIOO JIOKAJ3AITEI0 € YePEITHO-MO3KOBA YaCTUHA,
1e4oBUit 1osic Ta Ta3 [27]. KniniuyHa mpeseHTartis
XBOPOOM 3aJIESKUTh BiJl MiCIIsl, JIe BiIOYBa€ThCS OCTE-
ommizuc. OpHak Moke MUHYTH Oarato vacy (Micsii,
HaBiTb POKHM) /10 MOMEHTY OCTAaTOYHOI'O JiarHO3Yy.
Y nmesikmx BUTIAIKAX 3aXBOPIOBAHHS TTPOSBIISETHCS
rOCTPUM HECTEPITHUM 0OJieM, M0 MPU3BOIANTD
10 HefmieszaTHoCTi abo TMOBHOI iHBasmiau3sanii [71].
VY vactunu oci6 nepiii mposiB XBOpoOU — Ii€ CIIOH-
tanHi niepesomu [88,91]. ¥V inmmx nartientis i3 GSD
PO3BMBAETBCS IIPOrPecyiodya M'si308a c1adbkicTb [91].
[Tpupomauii mepedir MHOTO MATOJIOTIYHOTO
CTaHy 3arajioM J00POSIKiCHUIT. AJie 3aXBOPIOBAHHSI
y GiIBIIOCTI BUITAJKIB MA€E TPOrPECYIOUNil XapaK-
Tep. Y oKpeMux ocib MOKJIMBI yCKJIaHEHHSI, TaKi
SK BUIIT y TIEPUKap/] Ta TJIeBPabHi MOPOKHUHU,
SIKI TMOTEHIIIHHO MOXKYTb OyTU CMEPTEeJbHUMU
[67,71]. Pertrenosoriuni mocisKeH s, KOMI T0-
tepHa Tomorpadig (KT) Ta maraiTHO-pe3oHaHCHA
tomorpadis (MPT) y noeanansi i3 6iornciero ypa-
JKEHUX KICTOK € KJIIOYOBUMM JJIsl TIPOBEJEHHS
nudepentiagbHoi iaTHOCTUKU Y Bepudikaiii

IIOTO PIIKICHOTO 3aXBOPIOBAHHS.

Onuc KJiHIYHOro BUNagKy

Y 11-piuHoro xjomumka 3i cjaiB OaTbKiB He
6y10 sxomuux ckapr. Y jmnni 2018 p. sayBaxuin
nedopMaliio rpyaHoro Biamiay xpedTa y BUIJISAIL
BUII'I4yBaHHA Ha 3pa3ok ropouka (puc. 1 a, 6).

Buxonano MPT (puc. 2 a-8) Ta KT (puc. 3a-B),
Ha SIKUX BUSBJIEHO MHOKMHHI JIITUYHI Ta JIECTPYK-
TUBHI ypakKeHHs XpeOIliB TPYIHOTO Ta MOMEPEKO-
Boro BimmiaiB xpebra Th10-13 Ta VIII, IX, X, XI
pebep crpasa 3 marojorivauMu 3mamamu I1X, X,
XI pe6ep. Iudinprpanis/Habpsak napaBepTe-
OpanbHMX M'AKuX TKaHuH Bix piBag Thi1l mo Si.
[Taronoriunuii kidos y cermentax Th10-L1. TTix-
CHJICHUIT JIOP/I03 Y MONEPEKOBOMY BiIijii XpeOTa.
HepiBHOMipHE MOTOBINEHHS TBEPAOI OGOJOHKH,
3BY’KEHHSI CHUHHOMO3KOBOTO KaHalIy 70 9 MM Ha
pisui Th11, Th12. TIpaBobiuHwMii rIeBPUT.

ITpu 11bOMY 3arajibHUil CTaH JAUTHHU He OyB
nopymenwit. [IIkipai mokpusu 6iji, uncti. [Tepu-
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Puc. 3 a, 6, B. KT-306paXXeHHS: 3HIKEHA KiCTKOBA LUiMbHICTbL 3

(hepuuni mimMmdoBy3aM: TiAIIETETIOB], MaX0BI —
mo 1,5 cw, inmi rpynu He 36imbmieni. Iledinka
Ta ceJie3iHKa MajblaTopHo He 36ibiieHi. [Tatoso-
TiuyHM Kiho3 HIKHBOTPYAHOTO Ta TOTEPEKOBOTO
BijAiIiB XpebTa. Boruuinesoi HeBPOJIOrigHOT CUM-

IITOMaTNKHU HE BUABJICHO.

Puc. 1 a, 6. NatonoriyHni kipo3 y ginanui Th9, Th10, Th11

Puc. 2 a, 6, B. MIPT-306paXXeHHS: HErOMOreHHe MiABULLIEHHS IHTEH-
CWBHOCTI CUrHany KiCTKOBOro mMo3ky B /T2/STIR pexumax Hixxok
OyXOoK Xxpebuis Th7, Th8 cnpasa, Tin Ta HDKOK OyXOK XpebLis
Th10, Th11, Th12, L1, ay>KoK Ta 0CTMCTOro BigpocTKa xpebus L2,
Tina HDKOK LY)XXOK Ta OCTUCTOro BifpoCTKa xpeobus L3. HesnadyHe
[nop3anbHe 3MmilleHHs Tin xpebus Thi1. lNaTtonoriyHe nocuneHHs
Kigpody B cermeHTax Th10-L1. HepiBHOMipHe NOTOBLLUEHHSA TBEPAOI
000JI0HKMN, 3BY)EHHSI CMWHHO-MO3KOBOrO KaHany Ao 9 MM Ha
Th11, Th12. IHdinbTpauia napasepTebpanbHUX M'AKUX TKAHUH Y
rPYAHUX CErmeHTax Ha PiBHi NaToONOriYyHOro Kihody, a TakoxX
6inblL BUPAXXEHO B NMOMEPEKOBUX CErMEeHTax, 3 YPaKeHHAM mif-
LUKIPHOT >KMPOBOI KNITKOBUHU ([ndy3He ypaKeHHsA KiCTKOBOro
MO3KY FpyaHMX Ta NonepekoBux Xpeobuis. IHinbTpauia napasep-
TebpasibHUX M'SKNX TKAHWH)

am v T ™

OiNSHKamu NiTUYHOT AEeCTPYKUii HIXKOK Ay»OK xpebuis Th7 Th8
crnpaea, Tifl, HDKOK Ay>XOK Ta OCTUCTUX BiApOCTKiB xpebuis Th10,
Th11, Th12, L1, L2 Ta ocTtucToro BigpocTtka xpebus L3, aectpykuis
3agHix sigpiskis VI, IX, X, XI pe6ep cnpasa 3 naronori4Humu
gnamamu  IX, X, XI pebep. BupasHuii nepudokanbHui
HabpsAK/iHinbTpaLis napaBepTedpanbHUX M'SKUX TKaHUH Bif
piBHsi Th11 go S1. YV nneBpanbHiini NOPOXHMHI cripaBa piaVHHWNA
BMICT TOBWMHOW A0 10 MM (VYpaxKeHHA/NiTUYHA [eCcTpyKuis
XpebuiB rpygHoro Ta nonepekosoro Bigginie xpe6ta Th10-L3 Ta
VIII, IX, X, XI pebep cnpaea 3 naronoriyHumm 3namamu IX, X, Xl
pe6ep. IHGINbTPaLis/Habp'aK napaBepTebpanbHUX M'AKUX TKAHUH.
MpaBo6ivHMi nnespuT)
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KAMHMYECKMIM CAYYAM

Puc.4. 3amilleHHs KiCTKOBOi TKaHWHW CMOMYYHOK TKaHUHOK pi3-
HOrO CTYMeHs 3pinocTi — 1 3 YuCneHHNMN AiMATUHHUMI Kanins-
pamu Ta gpibHUMuK nimpatudHummn cyguHamu — 2. I-E x100

Pue.5. ©parmeHT puc.4. PemoaentoBaHHs KiCTKW, Ka pyAHYETbCS
BHACNIAOK iHINBTPaTUBHOINO POCTY CYAMH JiM)-/reMaHriomu.
MacuBHa nponigpepauis octeobnactis — 1 no nepudepii
KicTKoBux 6anok — 2. I'-E x400

Pue.6. Octeoknact (1) Ha Mexi NMyXSIMHK Ta KiCTKOBOI 6anku, L0
nipaaeTbca pe3op6uii, «nponidepyroynin» fiMmpaTnyHUn Kaninap
(2), octeobnactm (3). I-E x400

¥ zarampromy anasisi kposi (3AK) eputporin-
™ — 5,41x10" /71, reMmornio6in — 154 r/1, eiikoru-
™ — 9,26x10°/71, neiikorurapHa dhopmyia: €o3u-
HOMIIBHI 4%, TanruuKosiIepHi 1%,
cermeHTOsIiepHi — 57 %, gimborut — 37%, MOHO-
T — 1%, TpombGonut — 390x10° /1, HIOE —
4 MM /Toz1. 3arasbHUil aHAI3 cedi B HOpMI, Tpoba
CyakoBrya no3utuBHa +++. BioxiMiyHuil aHamis
kposi (BAK) 6e3 Bigxuens (ALT 21,0 MO/n, AST
32,0MO/x1, Gamma-GT 14,0 MO/x, T.Bili 13,2
MmkMmouib/J1, D.Bili 3,6 Mkmo1b/i1, aminaza 68,0 mr/cit
T.PROT 71,0 r/x1, Alb 48,9 r/1, LDH 182,0 MO /1,
Ca 2,53 mmoun/a, P 1,58 mmonb/i1, ALP 169,2
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Puc.7. BupasHa nponicepauisa nimgatuyHnx CyLUH Pi3HOro
Kan|6py (1), AKa CynpoBOMKYETbCA PE30POLIEID KICTKOBUX 6anoK
). -Ex 100

Puec.8. HvcneHHi Boruuwa npomcbepaun «3Pinux» TOHKOCTIHHMX
niM@aTn4HMX CyauH Pi3HOro Kaniépy (1) y >KMpOBiA TKaHWHI (
(KOBTOMY KiCTKOBOMY MO3KY), L0 CYMpOBOAXKYETHCA pesopéulelo
KicTkosux 6anok (3). I'-E x 100.

Pue. 9. ®parmeHnT puc.7. lNponicepauis «Monoanx» TOBCTOCTiH-
HUX NiMaTUHHUX CYAMH Pi3HOro Kaniopy (1). Y HaibinbLw «Mono-
Aux>» (KaninapHux 6pyHbKax) NPOCBIT LiNKOM BiACyTHiA. lpu ix
[103PiBaHHI CTiHKA, iKa CKNafaeTbcsa 3 6aratbox Lapis nponide-
pyrO4MX €eHZOoTeniounTiB (2) 3 BOTHWLLEBOK iX JecKBamaliet
y MPOCBIT CyAuH (3), CTae TOHLLOK, 3'ABNAETLCA NPOCBIT TOr0 4M
iHworo piametpy (4). I-E x400

MO/x, K 4,4mmomn,/1, Na 140,0 mmoss /i, UN 5,9-
mmoutb,/71, Crea 53,0mxmostb,/71, UA 166,0 MkMOJTB /11,
Fe 21,2 mxmounn /o1, Vitamin D total, 25-Hydroxy-
vitamin D 29,31 ur/mn). Pentrenorpadis (PTI)
KicTOK 4yeperna 6e3 maToIoriy-Hux 3MiH.
Bukonano ekcrusiiiiy 6iorciio maToIoriyHoro
cy6erpary. TicTosIOriuHO BMKIIIOYAIACS MOJKJIM-
BICTh HETOKKIHCHKOI J1iMpobaacTHOI miMboME
yu e03MHOMIIBHOI TPaHyIboMH. IMyHOTICTOXIMIY-
He JIOCJII/DKEHHSI He BUSIBUJIO O3HAK IYXJIMHHOTO
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cy6crpaty: CD3 mosuTHBHA peakilisi B MOOIMHO-
KUX KJITHHax Tuiy Maimx Jjimdponutis, CD20
MMO3UTUBHA PEAKIlid B MOOJAMHOKUX KIITUHAX TUITY
Masux Jgimgormtie, CD38 mosutmBHA peakilisg
B miaasMatnyHnx kiaitmHax, CD 138 nmosurmsHa
peaxilist B MOOAMHOKUX TIIa3MaTUYHUX KJITITHHAX,
Ki-67 nmosuTuBHA peakilis B IMOOAMHOKUX KJIITH-
Hax JiMboiIHOTO TH(]IIBTPATY.

[Tpu yabTpasBykoBomy mocaimxkenti (Y 3/1)
[aToJorii BHYTPILIHIX OpPraHiB He BHUSIBJIEHO,
y IMHAMIIli HAPOCTAHHS BUTIOTY Y JIBOX TLI€BPAJIb-
HUX TIOPOsKHUHAX: cripaBa 3 10 mm 10 14 mMm, 371iBa
no 8 mm. Miestorpama BiIIoBizaaa BiKOBill HOPMi
(y manHi 2018 p. Ta ceprini 2018 p.). Cran gutnan
3ajuiascs 6e3 AMHaMIYHUX 3MiH.

JlociipkeHHsT BHUKOHAHI  BIAIIOBIZHO 1O
npuniumiB ['esbcincbkoi [exmaparii. [Iporoxosn
JOCHiIKeHHsT yXBajieHni JIokajibHUM eTUYHUM
komiTeToM (JIEK) ycranosu. Ha npoBesenns yo-
cliizKeHb OyJI0 OTPUMAHO MOIH(MOPMOBAHY 3Oy
0aTbKiB IUTUHMU.

Y ceprmi 2018 p. (yepe3 Mmicdib) TPOBeIEHO
noBTOpHY BigkpuTty Giomcio X, XI pebep. ¥ mpe-
CTaBJICHUX TICTOJIOTIYHUX Ipenaparax BUSIBJIEHO
3aMillleHHd KICTKOBOI TKAaHWUHU CIHOJIYYHOIO
TKaHUHOIO Pi3HOTO CTYTIEHS 3PLIOCTI i3 YUCTIEHHU-
MU TIposicpepyounmMu JiMGaTUIHUMU CYTUHAMUT
Pi3HOTO CTyIeHsT 3pijocTi (KammiisgpHi OpyHBKH,
Karijstpu, ApiGHi Ta cepesiHboro Kaniopy CyanHu),
SJKa Ha PaHHIX eTanax pocTy BIPUTYJI PO3TaIloBa-
Ha J10 KictkoBux 6asok. Ile, y cBoto uepry, cymnpo-
BOJI’KYETHCSI JII3UCOM Ta PEMOJIeIIOBAaHHAM KiCT-
KOBOI TKaHWHU PIi3HOTO CTYIEHs MiHepasisailii,
jie KiCTKOBi Oasku OTOYEeHi ocTeobiIacTaMu Ta
ocreoksactamu. Ha misHimmx crajisgx pocty Bor-
Huta JiM(baHTioMH, SIKi CKIAJAI0ThCS EPEBAKHO
3 JWJIATOBAHUX TOHKOCTIHHUX JiM(MaTUIHUX
CYZINH, PO3TAIIOBYIOTbCSA Yy JKUPOBINl KJIITKOBUHI
(’KOBTOMY KiCTKOBOMY MO3KY) Ha JIesIKili BijicTani
BiJl KicTKOBHUX Oaymok (puc. 4—9).

Y OiomTatax IMETIOMSPHUI KiCTKOBUN MO30K
6e3 O3HAK IyXJWHHOTO ypaskeHHs. BUCHOBKU
He3aJIe)KHUX YKPAIHChbKUX TiCTOJIOTIB: BUSBJIEHI
3MIiHM, BPaXOBYIOUH KJIIHIYHI AaHi, HailOiibIe Bij-
MOBIZIAI0TH 3MiHAM TIPU «MAaCUBHOMY OCTEOJIi3iCi»,
xBopob6i Gorham's (remanriomaTo3 Ta simbaHrio-
Mmato3). Butsr 3 icropii xBopobu, KT, MPT, ricro-
JIOTIYHI MaTepiajyu He3aJe;KHO KOHCYJIbTOBAHI
B YuiBepcuterchkiit kminini M. @paiibypra
(Himeuuwna), me giarHo3  MiATBEPIKEHO.
Himernpkumu KojieraMu TIPOTIOHYBaJsIacs Tepartis
CUPOJIIMYCOM Ta TIJTAHYBAJIUCS TOMAJbBIN KOH-
CyJibTallil, BKJIIOYAIOYM OPTOIEeAWYHY. baTbku
IUTUHU HE CKOPUCTAJIUCS TIPOTIO3UITIEI0 KOH-

54

cysptaiii 'y Himeuuwni. Xyjonumk Ha paHuit
4ac OTPUMYE CUPOJIIMYC Ta PYXa€ThCA B IHAUBIY-
AJIbHOMY KOPUT'YIOUOMY KOPCETI.

OOroBopeHHs
XBopob6a Topema (Gorham—Stout disease
(GSD)) — me nayxe pinKicHe 3aXBOPIOBaHHSI

OMOPHO-PYXOBOTO amapary (omucano OJIU3bKO
200 BumajKiB XBOPOOH), IO XapaKTEPHU3YETHCS
HEKOHTPOJbOBAHOIO, PYHHIBHOIO Tpoidepartieio
CyAnHHUX 200 JiMGbaTHYHUX KAIJISIPiB BCepeanHi
KiCTKM Ta HABKOJIMIIHIX M'SIKMX TKanuHax [34,35].
Xapaktepuctukun GSD Oysu Brepine onucani
J. Jackson y 1838 porii [50], sromom ix ommcasm
L.W. Gorham, A.P. Stout y 1955 poui [34]. Bisb-
IIiCTh BUIMAJKIB 3aXBOPIOBAHHS PEECTPYIOTHCSA
y IiTell Ta MOJOANX Jiojiel (K TTPaBUIO, MOJIOI-
mux 3a 40 pokiB), He3aJeKHO BiJl CTaTi, pacu
Ta Micig HapojpkeHHd [71]. lesiki BueHi BUSBIIS-
s 6;m3bko 60% Bunaakis GSD cepen natieHTiB
yoJioBivoi ctati [89]. ¥ noctynmHux mitepaTypHUx
JUKepeJiax He 3HAW/IEHO TTOBIIOMJIEHD TTPO KOPeJis-
1[I0 i3 IEBHUM THUIIOM YCIIQ/IKyBaHHS ATOJIOTII.

Y MeanvHuX myOTiKalisix BUKOPUCTOBYIOTHCS
YUCIIEHHI €MOHIMU XBOPOOU: XBOPOOA 3HUKAIOUMX
KiCTOK, reMaHriomaros, Jimdanriomaro3, Gor-
ham's Syndrome, Gorham—Stout Syndrome,
Morbus Gorham—Stout Disease, Massive Osteo-
lysis Idiopathic, Massive Osteolysis, Progressive
Massive Osteolysis, Massive Gorham Osteolysis,
Disappearing Bone Disease, Vanishing Bone
Disease, Phantom Bone Disease [53].

3 uacy MepBUHHUX OIMCIB /IaHOi HO30JI0Til
MunyJg0 moHan 60 pokiB, MpoTe 3aJUNIAIOTHCS
He BU3HAUEHWMM eTiOJIoTis Ta XapaKTep 3aXBOPIO-
BaHHs1. MexaHi3m pe3op6itii kictok pu GSD He-
3posymisnuit. Ilatosioriunuii  nporec ToaArae
y 3aMiHI HOpPMAaJbHOI KICTKM Ha arpecUBHO IPO-
pocTraiody, HEHOIIACTUYHY CYAWHHY, CXOXKY Ha
reMaHrioMHy abo Jimdanriomny Tkanuny [ 18,20,
78,93]. Cxosi TiCcTOJIOTIUHI 3MiHU BUSBJIEHO TIPU
JIOCTIPKeHH] ypaskeHnx pebep namienra (puc. 4-9).
Heonnopizna HeKOHTpPOJIbOBaHA CyAMHHA TKa-
HUHA BHUKJIMKAE MacoBy BTpaTy KiCTKOBOI
TkaHuHU. Ha panHiii ctazil ypaxeHHs KicTKa mpo-
XO[UTh Pe30POIiI0 Ta 3aMIHIOETHCS TilEPBACKY-
JIIPHOIO CIIOJIYIHOI0 TKaHWHOMW. [icTomoriune
JIOCJTIPKEHHSI IEMOHCTPYE Ha Miciii pe3opboBaHoi
KiCTKOBOI TKaHuMHM mpoJidepaiio aApiOHUX
gimartuunux cyaud. [lposidepytoui cyaunu
MOXKYTb OyTH KalllJISPHUMHU, CHUHYCOIJaJIbHUMU
abo kaBepHOo3HUMI. Ha mizHix craisix criocrepira-
€TBCS TIPOTPeCyiode PO3CMOKTYBAaHHS KiCTKH, 1O
MPU3BOJUTH JI0 MACOBOTO OCTEOJIi3y Ta 3aMiHU
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y irai kicTkoBOl TkaHuHU Ha (HibposHy. Skwmii
came (haKTOp CTUMYJIIOE Ta TTOPOJKYE TaKi 3MiHU
y KicTii, gmocremenHo HeBigomo [18]. Omnieio
3 OCHOBHHWX CTPYKTYPHUX O3HAaK YpakeHHS
€ HasBHICTh HAI3BUYAHO NMUPOKUX KaTiJISIPOTIO-
MOHWX Cy/IUH i3 OBiIbHIM KpoBOoTOKOM. G. Hey-
den Ta cmisar. (1977) BucjOoBMJIN TiHOTE3Y, IO
MOBiJIbHA IUPKYJIAIIS KPOBI y TaKUX CyJIUHAX
BUKJIMKAE MICI[eBY TillOKCiI0 Ta 3HMW:KeHHS pH,
CHPUSAIOYN AKTUBHOCTI PI3HUX TiAPOJITUUHUX
depmentis [43]. R.D. Devlin 3 xoseramu (1996)
BBAKAIOTh, 1[0 OCTEOJIi3, AKUH mpucyTHil 3a GSD,
3YMOBJICHUI TiZIBUIIEHOIO aKTUBHICTIO OCTEOKJIA-
CTiB, OTOCEPEIKOBAHUX MiIBUIIEHHAM PiBHSA
inTepaeiikiny-6 (1JI-6) [18]. Came muTokinm,
IKi HaJAMIPHO TPOAYKYIOThCA MaKpodarammu
Ta JiM@OIUTaMu, BiirpaloTh KJIIOYOBY POJH
y nporieci po3sutky GSD. Ile, y cBoiwo uepry,
MIPU3BOAUTH J0 HEKOTPOJbOBaHOI Iposrideparlrii
dibpobactiB Ta enmoresionuTiB. Kk gokaz —
y 30Hax npoideparii simbanriomn y ii cTpoMi Ha
paHHIX eTanax € ynucsaeHi Makpodaru ta JimMboIm-
™1 (y HamoMmy Bumazaky). Touna izentudikaris
AUCTpUOYIIT TiAKIACiB TIMMOIUTIB Ta MITOTHYHOT
AKTUBHOCTI KJITUH NYXJIUHU MOKJMBA IPU
3aCTOCYBaHHI IMyHOTICTOXIMIYHOTO TOCJII/IKEHHS.
Haityacrinte ypaskenus (hpikcyeTbest y AiIsTHKAxX
mIedoBoro rmnosica [6,44,76,85] Tta rtasy [7,17,41,
37,70,94]. Takok mpoliec MOKe CIIOCTepiraTucs
y PpIi3HUX JUIsTHKaX IiedoBoi kictkum [9,11,23,
81,100], smonatku [16,33,35,90], kmouwnti [25,33,
35], pebep [13,59,68,87,90], rpyauHu, CTErHOBUX
KicTok [24,32,66,94]. Bararbma BuUeHUMU ONHMCAHI
7 iHTIT1 JTOKaJTi3allii MaToJOTiYHOTO MPOIeCy Y KiCT-
kax: uepena [2,19,26,30,45,48,49,54,69,72,73,82,
84], menemnno-aunesoro ckemera [3,6,13,15,27,
28,38,59,61,65,68], pyx [12,39,58,83] i cton [37],
y xpebri [22,24,29,65,73,80,101], i3 ypaskeHHsM
HIKHBOI menenn [5,10,31,51,64,73,75,79].
Kuiniuauii nmepe6ir xBopobu 1oBoJI Bapia-
OeTbHUIT Ta 3a/I€KUTH Bijl JIOKaIi3aIlii mporecy.
VY neskux maii€eHTiB BOHA Ma€ BiJIHOCHO TOCTPUI
MOYATOK: 13 BUPAa3HUM OOJHLOBUM CHHIPOMOM Ta
HAOPSIKOM B ypaskeHill KiHI[BIH, TOAI SK iHIINX
oci6 TypOy€e HeIHTEeHCUBHUIT HEMTOCTIIHMIT 3aTsIK-
Huil 6ib, 0OMEKEHHS PYXiB Ta IIPOrpecyioda
crabkicTs y sazigniii kicrii. Taki cummTomu
MOXKYTh CYIPOBO/KYBAaTUCS CJIA0KICTIO M'SIKHX
TKaHUH Ta/abo aTpodicro M'st3iB [91]. Y wacTuni
BUIIA/[KIB caMe MaTOJOTIYHUI TepesoM 4YacTo
MPU3BOAUTH /10 KJIIHIYHUX MiI03P Ta TOAATBIIOL
niarroctrkn GSD [88,91]. Hacto MuHAIOTH Mics-
i ab0 T POKH, TIEePI Hi’K BCTAHOBJIOETHCST OCTa-
TOYHUH fiarHo3. /{1 paHHbOI AiarHOCTUKH TTOBU-
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HeH OyTH BMCOKHUH TIOKa3HUK KJIHIYHOI TTi[03pH.
Y 6inpuiocTi XBOPUX BCTaHOBJIEHHS iarHO3y
HEPIJKO 3aTPUMYETHCS, OCKIJIbKM JabopaTopHi
JIOCJI/KEHHSI, 3a3BUYail, 11epebyBaloTh y MeKax
HopMmu. Jlutie piBens syskHOI hocdarasu B cpo-
BaTIli MOKe OyTH TPOXH TIIBUIIEHUM a00 3HUKE-
HUM 3HavyeHHs 25-rigpokciBitaminy D3 [60].
Y npezicraBiieHOro mnaiienTta JabopaTopHi moKas-
ik 3AK ta BAK 6ysm Ge3 marosorii. lutuny
He TypOyBaB 6iib. XJIOMUUK MTPOJOBKYBAB CBOKO
O/IEHHY JisIbHICTD 6e3 Oy/Ib-sIKO1 maToIoTiuHOl
CUMIITOMATHKH, TOMY JIOCTEMEHHO HEBiZloMi Tep-
Mian ety XBopoOu. BurasikoBo BusiBieHa 6aTh-
KaMu Jeopmariist XpeOTa, 10 BUHUKJIA BHACIIIOK
narosioriynoro saamy pedep IX, X, X1, craia npuuu-
HOIO JIJIsSI TIPOBEJIEHHST KOMILIEKCHOTO OOCTeKEHHST
13 3acTOCyBaHHAM pPI3HUX METOJIB Bisyasisalil
(PI, KT, MPT, Y3/1). binb BBa)Ka€Tbcss dacTUM
HetunosuM cuminromom GSD [71], rosioBEUM YnHOM
yepe3 JiM(AHTIOMATO3HY 1H(IIBTPAIO0 KICTOK.
C. Maillot Ta criBaBT. CTBEpPIKYIOTh, 110 IOYATKOBE
samydennst xpeOuiB € pigkicaum (10%) 1 mos'ssane
3 MOTAHKM TIPOTHO30M Tiepebiry XBopoOu [63].

[Tepebir xBOpoOM Mae HelepeabadyBaHUI
IPOrHO3. Y JedKUX BUIAJKAX IOBIJOMJISETHCS
Mpo CIHOHTaHHY perpeciio mporecy [11,14].
Y yacTWHU TAIEHTIB 115t XBOPoOa Ma€ HEYXMIbHO
IPOrpecyrounii mepedir i3 3aIydeHHsIM KUTTEBO
BAKJIMBUX CTPYKTYP OPTaHi3MYy, 0 MO’Ke TIPU3BO-
AUTH 10 iHBAJIiM3allii Ta HaBiTh 10 cMepTi [52].
Cepiio3Hi yCKJIQJHEHHI 3YyCTPIYalOThCS PIJIKO.
VY namieHTiB 3 ypaskeHHSM XpeOIliB 0CTE0Ii30M
MOKe BUHUKATU Taparijieris BHACTIIOK BTpydYaH-
HST 10 CHUHHOTO MO3KY [52,77]. MoskmBe BTOpuH-
He iH(DIKyBaHHS KiCTOK Ta PO3BUTOK CENTUYHOTO
IIOKY, X04a Hai3BuyaitHo piziko [52]. M.L. Tiei cmi-
BaBT. 1prbin3Ho y 17% marienTiB crocrepirain
xizoropakc [97]. Ha mxymky G.G. Miller (2002),
XIJIOTOPAKC TPAIISIEThCA MEeHIT HiK y 113 5 BUnaz-
kiB GSD i € nmpuumHOI BMCOKOI CMEPTHOCTI
nartienTiB [67]. Ilefi cram Moske peecTpyBatucs
y OyIb-sIKOMy Billi, ajie Haifyactiimie — Yy JiTeil.
3a BIZICYTHOCTI TPaBMU JI0 PO3BUTKY XiJIOTOPAKCY
MOJKYTb TIPH3BECTH OCTEOJITHYHI ypaskeHHsT pebep,
JIOIIATOK ab0 IPYAHUX XPeOIiB BHACTIIOK IIPSIMOTO
posmupeHHs JiMdanriekTasii 'y TIeBpajIbHY
HOPOKHIHY ab0 uepes 1HBa3ifo y TPyIHUI TPOTOK
[96,97]. IcHye TOBiOMJIEHHST TIPO KPOBOTEUYy 4K
cMepTesibHe YCKIIaHeHHs XxBopoou [67]. Ha mymKy
D.V. Patel (2005), BicriepaiibHa Ta criiHaJbHa JIOKa-
Jlizallisg mpoilecy 3a3BuUYail MOB'sI3aHi 3 TOTAHUM
IIPOrHO30M Iiepebiry xsopobu [77].

[Tpu kminiuwiit migo3pi Ha GSD piznai MeToan
Bizyaurizaitii MOXKyTb Oy TH KOPUCHUMU JIJIST OTIiHKU
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HOIIMPEHHST YPasKeHHs. 3acTOCOBYIOTbCSI Pajlio-
izoronHi pocmimxkenns, KT, MPT [1,13,21,36,
47,55,62,68,86,93,98]. Ilpu macuBHOMY OCTEO-
Jisuci pentreHorpadiyna KapTuHa € JOBOJI
cnermudivnoio [86]. Ha mouarkoBomMy erami ypa-
JKEHHST PaIioNIOTIuHI  BOTHUINA BUSABJSIOTHCS
B iHTpaMeIy/IsipHUX a0 MiAKIPKOBUX IJISTHKAX,
[0 HAralyloTh 3MiHU TTPU OCTEOTIOPO3i. 3TOIOM —
MOBIJIBHO TIporpecyioda aTpodis, po3UMHEHHS,
nepesioM, (pparMeHTaIlis Ta 3HUKHEHHS YaCTUHU
Kictku Ta atpodisi M'sakux TkaHuH. [Tporiec 3ax-
BOPIOBAaHHS MOKe IIOIIMPIOBATUCA Ha CYCiJIHI
KICTKHM; 3aJIy4aloThcsl TakoXK i cyrsobum. Harpu-
KJIaJl, OCTEO0JI3 IINUKU CTErHOBOI KICTKM MOKE
MOEHYBATUCS 3 PE30POIIEI0 MPOKCUMATHBHOTO
BifTiTy CTETHOBOI KiCTKW; 3MIiHW y JOMATII —
3 OCTEOJII30M IPOKCUMAJIBHOIO BIJUILLY ILJIEYOBOL
KicTku, Kiaouniii ta pebep. Ha gymky D. Resnick
(2002), Taki 3aKOHOMIPHOCTI PEriOHAJIbHOTO
KICTKOBOTO PYWHYBaHHS TIOBUHHI CIIOHYKATH
JIiKaps JI0 TOYHOTO BCTAHOBJIEHHS [IiarHO3Y. ABTOP
BBaJKAE, IO CTYTiHb KiCTKOBOTO PYWHYBaHHS 3ara-
JIOM HEYXUJIBHO 3POCTAE BITPOJIOBK KiJbKOX POKIB
i MOJXe, B KiHIIEBOMY IIJICYMKY, cTabii3yBaTucst
crioHTaHHo [86]. IcHytoTh ¥ iHII TIOBIZIOMJIEHHS
PO CIIOHTaHHE BiJTHOBJIEHHS BTPAYeHOI KiCTKOBOI
TKaHUHM TCJIs1 MacoBoro ocreosmsy [11] abo kriHiy-
He Ta PEHTIeHOJIOTTYHE TTOJIIIIIeHHS MTiCJIs IPOMeHe-
BOI Tepartii [39].

Uepes pijKicHICTh Ta HE3PO3YMLJIY €TiOJIOTi0
GSD, ii slikyBaHHS 3aIMIIAETHCSA 00 €KTOM JIOCTi-
JUKeHHS. | Xxoua BIPOJIOBXK OCTAHHIX JECATUIITH
OyJI0 3alpOIOHOBAHO [IEKiJIbKA TepareBTUYHUX
BapiaHTiB, HEMA€ €AMHOI LYMKH 100 HailOiibi
e(eKTUBHOrO MiAX0My J0 JIKYBaHHS ITi€l PifKic-
Hoi xBopoOu. [loternep sikyBants GSD Briouae
HACTYIHI 3aX0Ju: MeJMKaMeHTO3Ha TKparis —
aHTHOCTeoKgacTiuni npenapatu (Oicochonarn)
[89,102], inTepdepon ambda-2b [56,89,95], cupo-

JIITEPATYPA

aimyc [99]; npomeneBa (y mosi 30—45 I'peit)
[23,39,42,89] Ta xipypriuna tepamiga [4,8,23,
46,60,74]. BapianTu XipypriyHoro JiKyBaHHS
BKJIIOYAIOTh PE3EKIII0 ypaKeHHd Ta PEKOHCTPYK-
110 3 BUKOPUCTAHHSIM KiCTKOBUX TPAHCIJIAHTATIB
ta/ab6o mporesiB. Sk TpaBMIO, KICTKOBI
TPAHCILTAHTATH MPOXOASTH Pe30poIriio i He 3aB-
KA edexTuBHi. XipypriyHa peKOHCTPYKITis
Ta/ab0 IMpoMeHeBa Tepalliss BUKOPUCTOBYIOTHCS
JUIS JIIKyBaHHS TTAI[IEHTIB, AKi MAIOTh BEJTUKI CHUM-
NTOMATUYHI YPaKeHHSI 3 TPUBAIOI (PYHKILIO-
HAJIbHOIO HecTabiabHicTI0. Xipypriyda KOpeKIis
MOJKe 3HAJOOUTHCS TPH HECTAOITbHUX YParKeHHSIX
xpebra. Jlust slikyBaHHS Halli€HTIB i3 XBOPOOOIO
lTopema, siKi MaioTh XiJIOTOpakKc, 3aCTOCOBYIOTH
pi3Hi BapiaHTM JIIKYBaHHS, BKJIIOYAOUM ILJIEB-
PEKTOMII0, IJIeBPO/Jie3, JIrallilo TPYIHOI KJITKH,
MIPOMEHEBY Tepariito, Teparito iHTepGepoHoM Ta
6seominutaoMm [60].

BucHoOBKMu

XBopoba Topema € Han3BMUYAMHO PiAKICHUM
3aXBOPIOBAHHSIM OIOPHO-PYXOBOTO amapary
3 HEBIZIOMOIO €TiOJIOTIE0 Ta CKJIA/[HOO 3aTPY/IHE-
HOIO TPUBAJIOIO [iarHOCTHKOI0. OTJisiz omy0IriKo-
BaHOI JiiTepaTypy 3 11bOTO MUTAHHS MTOKA3YE, 110
Ile 3aXBOPIOBAHHSI OMUCYETHCST Ta OOTOBOPIOETH-
cd 3a HU3KOW enoHimiB. HasiBHiCTh MacMBHUX
OCTEOJITUYHUX ypakeHb Ta/ab0 MaToJOriYHUX
MepesIoMiB KiCTOK MOBUHHA BUKJIUKATH Y JIiKapiB
KJIHIYHY Ti103py 1010 MOKJIUBOCTI PO3BUTKY
xBopobu Topema. 3a kainiunoi nigospu xHa GSD
JIOIIJIBHO 3aCTOCOBYBATU Pi3HI METOJU Bi3yauri-
3a1ii, SgKi A0TOMAaraioTh OIIIHUTU IOIIUPEHHS
ypaskeHHd y maiienTiB. OctaTouna Bepudikaiis
XBOPOOM y TAIIEHTIB 3 OCTEOJI30M MOKJINBA
JIMIIIE 32 JIOTTOMOTOI0 OioTIcii MicIist ypasKeHHsI.
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