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XBopo6a lopema (Gorham—Stout disease (GSD) — Le piakicHe 3axXBOPIOBaHHA HEBU3HAYEHOI eTIONOri, IKE XapakTepnU3yeTbCs CMOHTAHHUM i MPOrPECyYMM
igionaTtMYHMM MAcKUBHUM OCTEOJi30M OfHIEI a60 [eKinbKoX KiCTOK CKesleTy 6e3 Kopensauii 3i CTaTTio, pacor, TUMNOM YCMNAZKyBaHHA Ta reorpaivyHoro micus
HApOMKEHH: NauieHTiB. Y M>XKHApOAHii niTepartypi onucaHo 6nn3bko 200 BUNaaKiB 3axBoptoBaHHs. PagionoriyHi aminn npu GSD foBoni cneundiyHi, y Aesknx
BMNAZLKaX MOXIMBA NOBHA PE30POLIs YPaxXeHOI KiCTKI 3 03HaKaMy Tak 3BaHOI «(AHTOMHOI KiCTKWU» 260 3HUKHEHHS KICTOK.

MeTot NoBIZOMNEHHS € 03HANOMITEHHS MeUYHOT CMiNIbHOTM 3 UM PiAKICHAM 3aXBOPHOBaHHAM Ta 06r0BOPEHHA MiCTONOrIYHOI I KNiHIYHOT Npe3eHTaLii XBopobu
[opema 3 ypaxeHHAM rpyAHOro Ta nonepexkoBoro BifAiny xpe6ra, pebep, i3 ABOGIYHUM rigpOTOPAKCOM, 0COBIMBOCTAMY PAZiONOriYHUX 3HAXIA0K i3 KOPOTKUM
OrnAA0M niTepatypu.

Knrovosi cnosa: Gorham—Stout disease, octeonisic, remaHriomaro3, XBopo6u KiCToK, fAiTh, PiaKiCHi XBOpo6u.

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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bonesHb Mopema y 11-neTHero manb4uka ¢ NOPaXeHWem rpyaHoro

W NOAACHUYHOr0 OTAEN0B NO3BOHO4YHUKA, peﬁep, C ABYCTOPOHHMUM rMApOTOpPAKCOM. KnuHnyeckwii cnvqav'l
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BonesHb Nopema (Gorham-Stout disease (GSD)) — 3710 peakoe 3a60MeBaHNe HEACHOI 3TUONOMMU, XapakTePNU3YHOLLEECH CMIOHTAHHBIM 11 MPOrPeCcCUPYOLLNM
WANONATMYECKAM MACCUBHBIM OCTEONIN30OM OAHOM WAM HECKONbKUX KOCTeil CKeneta 6e3 KOppensuuu C MofoM, paccoii, TUMOM HAcnefoBaHUs
1 reorpadpu4eckoro Mecta pOXAEHUs MauMeHToB. B mexpyHaponHon nutepatype onucaHo okono 200 cny4vaeB 3a6onesaHuss. PeHTreHorpacuyeckue
n3mMeHeHust npu GSD [0BONLHO Cneunguyeckie, B HEKOTOPbIX Cly4asx BO3MOXHA MOJHAsA pe30p6Lumus NOPaXeHHONW KOCTW C NPU3HAKaMW TaK Ha3biBaeMol
«(DAHTOMHOI KOCTU>» UM CYE3HOBEHUS KOCTEN.

Llenbto coobLLeHNs ABNSETCA 03HAKOMIIEHWE MEAMLUMHCKOro COO6LLECTBA C 3TUM PeAKUM 32a6051eBaHNEM U 06CYXAEHNE TMCTONOrMYECKOR U KIIMHUYECKON
npeseHTauuu 60ne3Hu fopema ¢ NOPaXKeHNEM rpyaHOro W NOSCHUYHOTO OTAENO0B NO3BOHO4HNKA, pebep, C ABYCTOPOHHUM FMAPOTOPAKCOM, 0CO6EHHOCTAMM
PagmMonoruyeckux Haxo4okK ¢ KpaTkum 0630poM NNTEPaTypbl.

KnioueBbie cnosa: Gorham-Stout disease, 0cTeonuanc, remaHrnomMaros, 601e3HN KocTen, feTh, peakne 601e3Hu.
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BcTyn

Bopoba T'opema (Gorham-Stout disease
(GSD) € pigkicHuM 3axXBOPIOBAaHHSIM, K€
XapaKTepU3y€EThCST PO3POCTAHHSAM TOHKOCTIHHUX
JPIOHUX CY/IVH, IO TPU3BOUTH /10 PYWHYBAHHS Ta
pesopbiiii kictkoBoi matpuii. Xsopoba [opema
HA3WBAETHCSI TAKOK  <«XBOPOOOI 3HUKAUNX
KIiCTOK», TOCTPUM CIOHTaHHUM (hOKATbHUM a00
MacOBaHUM TIIOTJIMHAHHAM KICTKH, IeMaHTioMaTo-
3oM, Jgimdarnriomatozom Tomo [53]. Lleit mportec
MOJKe ypaskaTu Oy/Ib-sIKy 4acTuHy ckesera. Haiiua-
CTITIIOIO JIOKAJTI3AIIEI0 € YePETTHO-MO3KOBA YaCTHUHA,
JIedoBUH 105 Ta Ta3 [27]. KuriHiuHa mpe3eHTaltis
XBOPOOM 3aJIEKUTH BiJl MiCIIsl, JIe Bi/IOYBA€EThCS OCTE-
ommizuc. OHaK MOKe MUHYTH Garato 4yacy (Micsii,
HaBITb POKH) /0 MOMEHTY OCTaTOYHOTO [iarHO3y.
Y nedaxux BUTAIKAX 3aXBOPIOBAHHS TPOSBIISETHCS
FOCTPUM HECTEPIHUM GoJIeM, 10 MPU3BOAUTH
710 HemieszaTHOCTI abo TOBHOI iHBasmin3arii [71].
Y yactunu oci6 mepiii mposiBr XBOPOOH — 1€ CIIOH-
tanHi iepesiomu [88,91]. ¥ inmux marienTis i3 GSD
PO3BUBAETHCSI TIPOrPeCyIoya M's130Ba cJIadKicTh [91].
[TpupoaHuii mepebir IMHOro MATOJOTTYHOTO
cTaHy 3arajoM J00POSIKICHUIL AJle 3aXBOPIOBAHHS
y OLTIBIIIOCTI BUITAIKIB MA€E TIPOTPECYIOUNI XapaK-
Tep. Y OKpeMuXx ocib MOKJINBI YCKJIaHEHHS, TaKi
SIK BUIIIT Yy TIepUKap/l Ta IJIeBpabHi ITOPOKHUHHU,
SAKi TOTEHI[IHHO MOXYTb OYyTH CMepTeJbHUMMU
[67,71]. Pentrenosioriuti MOCTiZKEHHS, KOMII T0-
tepra ToMmorpadisg (KT) ta marriTHO-pesoHaHCHA
tomorpadis (MPT) y noexnansi i3 6iornciero ypa-
JKEHUX KICTOK € KJIIOYOBUMM JJIs1 TIPOBEJeHHS
nudepeHIiagibHOi JIIaTHOCTUKU Y Bepudikaiii

1IbOTO PiZIKICHOTO 3aXBOPIOBAHHS.

Onuc KNiHiYHOro BUNagKy

Y 11-piunoro xjomuuka 3i caiB OaTbKiB He
6yo skoaHuX ckapr. Y jmnsi 2018 p. 3ayBaxumim
nedopMmaliio TpysHOro Biaiay xpedTa y BUTISI
BUII'sTYyBaHHsI Ha 3pa30k ropbuka (puc. 1 a, 6).

Buxonano MPT (puc. 2 a-8) Ta KT (puc. 3a-B),
Ha SKUX BUSBJIEHO MHOKWHHI JIITUYHI Ta IECTPYK-
TUBHI ypakeHHs XpeOIliB TPYIHOTO Ta MOMEePEeKo-
Boro BigminiB xpedra Th10—L3 ta VIII, IX, X, XI
pebep crpasa 3 nartojoriynumu 3ipamamu I1X, X,
XI pe6ep. ITudinprpaiis/Habpsak HnapaBepTe-
OpasbHUX M'sikux TKauwH Big pisas Th11 mo S1.
[Tarosoriunuii kidos y cermentax Th10-L1. TTix-
CUJICHUH JIOP/I03 Y TIOTIEPEKOBOMY BiIisi XpeOTa.
HepiBHoMipHe TOTOBIEHHSI TBEPAOI OOOJOHKH,
3BY’KEHHSI CIMHHOMO3KOBOI'O KaHaly 710 9 MM Ha
pisai Th11, Th12. IIpaBo6GiuHUII IJIEBPUT.

[Tpu 1boMy 3arajJibHUN CTaH AUTUHU He OYB
nopyuienuii. IIkipui nokpusu 6.1, yncti. [Tepu-

52

hepuuni iMcoBY3M: TiAIIETETIOB], MaX0Bi —
no 1,5 cwm, inmi rpynu He 36imbmieni. [ledinka
Ta ceJie3iHKa ImaJblaTOpHO He 30isbiieHi. ITaroso-
riyHuil Kiho3 HUKHBOTPYAHOTO Ta MOTEPEKOBOTO
BijiisiB xpebTa. BorHuIeBoi HeBPOJIOTiYHOI CUM-

IITOMAaTHUKM HE€ BUABJICHO.

Puc. 2 a, 6, B. MIPT-306pa>XeHHSA: HErOMOreHHe MiABULLIEHHS IHTEH-
CMBHOCTI CUrHany KicTKkoBoro Mo3ky B /T2/STIR pexxumax HiKOK
OyX0K xpe6bui Th7, Th8 cnpaBa, Tin Ta HDKOK AYXOK Xxpeobuis
Th10, Th11, Th12, L1, ay>oK Ta 0CTMCTOro BigpocTKa xpebus L2,
Tina HDKOK y>XOK Ta OCTMCTOro BiApoCTKa xpebus L3. HesnadHe
[op3anbHe 3MilleHHs Tin xpebus Thi1. lNaTtonoriyHe nocuneHHs
Kidhody B cermeHTax Th10-L1. HepiBHOMipHe NOTOBLLEHHSA TBEPAOI
000JIOHKMN, 3BY)XEHHSI CMWHHO-MO3KOBOr0 KaHany Ao 9 MM Ha
Th11, Th12. IHdinbTpauisa napaBepTedbpanbHUX M'SKUX TKAHUH Y
FPYAHWX CErMeHTax Ha PiBHI MaTonoriYyHoro Kicposy, a Takox
6iNblL BUPAXXEHO B MOMEPEKOBUX CErMEHTax, 3 YpPaKeHHAM mif-
LUKIPHOT »KMPOBOI KNITKOBUHU ([ndy3He ypaKeHHs KiCTKOBOro
MO3KY FpyaHMX Ta NnonepekoBux xpeobuis. IHinbTpauis napasep-
Te6panbHUX M'AKNX TKAHWUH)

Pue. 3 a, 6, B. KT-300paXeHHSI: 3HMKEHA KiCTKOBA LLUiMbHICTL 3
LinfHKamy NiTUYHOI LEeCTPYKUil HDKOK AyXOoK xpe6buis Th7 Th8
cnpaea, Tifl, HiXKOK AYXOK Ta OCTUCTUX BigpoCTKiB xpebuiB Th10,
Th11, Th12, L1, L2 Ta octucToro BigpocTka xpebus L3, gectpykuis
3aaHix sigpiskie VI, IX, X, XI pebep cnpasa 3 naToNOri4HUMMU
gnamamu  IX, X, X|I pebep. BupasHuii nepudokanbHuii
HabpsK/iHinbTpauia napaBepTebpanbHUX M'SKWX TKaHWH Bifj
piHs Th11 pgo S1. V nnespanbHiii NOPOXHWHI cnpaBa pignHHMIA
BMICT TOBLWMHOW A0 10 MM (VYpaxeHHA/NiTUYHA [eCTpyKuis
XpebuiB rpyfHoOro Ta nonepekosoro Bigginis xpe6ra Th10-L3 Ta
VIII, IX, X, XI pebep cnpaBa 3 natonoriyHumu 3namamum IX, X, Xl
pe6ep. IHdinbTpaLif/Habp'ak napasepTebpanbHUX M'AKUX TKAHUH.
[paBoG6i4HMIA NNEBPUT)
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KAMHUYECKMIM CAYYAM

Puc.4. 3amilleHHa KiCTKOBOI TKAHUHU CMOJTy4YHOK TKAHWHOK Pi3-
HOr0 CTYNeHs 3pinocTi — 1 3 YNCNEeHHUMU NiMaTUYHUMI Kanins-
pamu Ta gpi6HUMuK nimpatndHummn cyguHamm — 2. I-E x100

Puc.5. ®parmeHT puc.4. PeMOoAentoBaHHS KiCTKW, AKa PYNHYETbCA
BHACNIAOK iH(DINbTPATMBHOIO POCTY CyAuH NiMd-/remaHriomu.
MacneHa nponicepauis octeobnactis — 1 no nepudepii
KicTKoBuX 6anok — 2. -E x400

Puc.6. Octeoknact (1) Ha Mexi MyXSIMHK Ta KiCTKOBOI 6anku, L0
nigaaeTbcs pesopbuii, «nponichepyroynii»> niMgaTtuiHUn Kaninap
(2), octeobnactm (3). I-E x400

¥ zaramprOMy anaimisi kposi (3AK) eputporn-
™ — 5,41x10" /71, remorno6in — 154 r/u, neiikorm-
™ — 9,26x10°/71, neiikorurapHa dhopmyJia: €o3u-
Hodiapui  — 4%, mnammukosizepHi — 1%,
cerMeHTosiiepHi — 57 %, miMdorut — 37%, MOHO-
T — 1%, TpombonuT — 390x10° /1, HIOE —
4 MM/roi. 3arajJbHUI aHai3 cedi B HOPMI, IIpoha
CynkoBuya mo3uThBHA +++. BioxiMiuHUiT aHaTi3
kpoBi (BAK) 6e3 Bimxunens (ALT 21,0 MO/, AST
32,0MO/x, Gamma-GT 14,0 MO/x, T.Bili 13,2
MkMouib/J1, D.Bili 3,6 MkMmoib,/i1, amisaza 68,0 mr/cit
T.PROT 71,0 r/n, Alb 48,9 r/n, LDH 182,0 MO /11,
Ca 2,53 mmomn/n, P 1,58 mmonn/n, ALP 169,2
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Puc.7. BupasHa nponidepauisa nim@artuyHnx CyLuH Pi3HOro
Kan|6py (1), AKa cynpoBOMXKYETLCA Pe30pOLIEt0 KICTKOBUX 6anoK
). -Ex 100

Puc.8. Hncnenni BorHuwa nponidpepauii «3pinux» TOHKOCTIHHWUX
NiMdATUYHNX CYAMH Pi3HOTO Kaniopy (1) y XXWPOBIA TKaHUHI (2)
(»KOBTOMY KiCTKOBOMY MO3KY), LLIO CYNPOBOMAXKYETLCA PE30POLIEID
KicTkoBmx 6asnok (3). [-E x 100.

Puc. 9. ®parmenT puc.7. MNponidepauis «mMonoamx» TOBCTOCTIH-
HUX liMPaTUYHUX CYAUH Pi3HOro Kaniopy (1). Y HanbinbLw «mono-
Aux» (KaninapHux 6pyHbKax) NPOCBIT LiNKOM BiACYTHiA. lpu ix
[103piBaHHi CTiHKA, fiKka CKNagaeTbcsd 3 6aratbOX LUApiB nponide-
pYyHO4MX €eHAOTeniounTiB (2) 3 BOTHWLLEBOK iX [ecKBamalieto
y NPOCBIT CyAuH (3), CTAE TOHLLO, 3'ABNAETHCA NPOCBIT TOr0O YK
iHWworo fiametpy (4). I-E x400

MO/n, K 4,4mmomn/1, Na 140,0 mmoss/i1, UN 5,9-
mmoutb,/1, Crea 53,0mrmoutb,/71, UA 166,0 MkMOJTB /11,
Fe 21,2 mxmoun /o1, Vitamin D total, 25-Hydroxy-
vitamin D 29,31 ur/mm). Pearrenorpadia (PT)
KiCTOK 4eperna 6e3 1aToI0ri4-HuxX 3MiH.
Bukonato ekciusiiiny 6io1ciio maToJIoTigyHOro
cyb6erpary. TicTosorivHo BUKJIIOYAIACS MOMKJIHU-
BICTh HETOKKiHCHKOI JiiMbobaacTHOI miMboMu
yu e03nHOMIIbHOT TpanyaboMu. IMyHOTiCTOXIMIY-
He JOCTIPKeHHS He BUSBUJIO O3HAK MTyXJMHHOTO
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cybcerpaty: CD3 mo3uTuBHA peakilisi B TOOIMHO-
KUX KJIiTHHax Tuiy Manux Jimdponutis, CD20
MO3UTHBHA PEaKIlisl B HOOAMHOKUX KJIITUHAX TUILY
Masux Jgim@onutie, CD38 mosutuBHa peakilis
B miaasMatnuHnx kiaitmHax, CD 138 nmosurmusHa
peaxilis B MOOAMHOKNX TIIa3MaTUIHUX KITITHHAX,
Ki-67 mosuTnBHA peakiliss B MOOAUHOKUX KJITH-
Hax JiMboiTHOTO TH(]IIBTPATY.

[Ipn ymwpTpazsykoBomy mocuimkenti (Y 3/1)
1aToJIoTil BHYTPINIHIX OpTaHiB He BUSBJECHO,
y IMHaMIIli HAPOCTaHHS BUIIOTY Y JIBOX IJIeBPAJib-
HUX MMOpoXHMHAX: cripasa 3 10 mm 10 14 mwm, 37iBa
1o 8 mM. Mienorpama BijiloBiziaza BikKOBill HOpMi
(y manHi 2018 p. Ta cepnini 2018 p.). Cran guTnHm"
3ayuinaBcs 6e3 AMHAMIYHIX 3MiH.

JlociikeHHsT BHUKOHAHI  BIiAIIOBIZHO 110
npuniunmiB ['enbcincbkoi [exmaparii. [Iporokosn
NOCTI/KeHHS yxBajeHni JIOKaJbHUM eTUIHUM
komitetroMm (JIEK) ycranosu. Ha niposesieHHs 110-
CJTiIKeHb OYJI0 OTPUMAHO MOIH(MOPMOBAHY 3TO/Y
6aTHKIB JIUTUH.

Y ceprni 2018 p. (uepes3 wmicdilh) TPOBeEHO
noBTopHy Bigkpury Giomcio X, XI pebep. Y mpe-
CTaBJICHUX TiCTOJIOTIYHUX TIperaparax BUSBJIEHO
3aMillleHHd KiCTKOBOI TKAaHWUHU CIOJYYHOIO
TKAaHUHOIO PI3HOTO CTYTIEHS 3PIJIOCTI 13 YMCTICHHNU-
MU TiposidepyrounMu JiMGAaTUIHUMU CY/IHHAMUT
Pi3HOrO CTyIeHs 3pijocTi (KamiispHi GPYHBKH,
Kariasipu, ApiOHi Ta cepesHboro Kaaiopy cyauHm),
dKa Ha paHHIX eTamax pocTy BIPUTYJ PO3TaIloBa-
Ha 710 KicTkoBUX Oasiok. Ile, y cBoto uepry, cympo-
BOJIKYETBCST JIIBUCOM Ta PEMOJIETIOBAHHSIM KiCT-
KOBOI TKaHWHU PIi3HOTO CTyIeHd MiHepasi3ailii,
je KicTkoBi 6Gajiku OTOYeHi ocreobiacTaMu Ta
ocreokjacTamMu. Ha misHilmmx crajiissx pocty BOT-
HuUa JiMGbAHTIOMH, SIKi CKIAMAI0THCS TIePEBAKHO
3 JWJIATOBAHMX TOHKOCTIHHUX JiM(MaTUIHUX
CY/IH, PO3TAIIOBYIOTHCS y KUPOBIM KJIITKOBUHI
(’KOBTOMY KiCTKOBOMY MO3KY) Ha /ledKill BijicTaHi
Bizl KicTKOBHMX Oanok (puc. 4-9).

Y Giomrarax HeMOISPHUI KiCTKOBUH MO30K
6e3 O3HAK IyXJIWHHOTO ypasKeHHs. BUCHOBKU
HE3aJIEKHUX YKPAIHCHKUX TiCTOJIOTIB: BUSIBJICHI
3MiHU, BPaXOBYIOUH KJIIHIYHI [aHi, HailO1/IbIIIe Bijl-
MOBIJIAIOTh 3MiHAM TTPU «MaCUBHOMY OCTEOJIi3iCiy,
xBopobi Gorham's (remanriomaros Ta simdanrio-
maros). Bursr 3 ictopii xBopo6u, KT, MPT, ricto-
JIOTIYHI MaTepiajid He3aJeKHO KOHCYJbTOBaHi
B YHiBepcurerchkiii kiiHini M. Opaiibypra
(Himeuumna), ge jgiarHo3  MiATBEPKEHO.
Himernbkumu KoJsieramMu MPONOHYBaJACd Tepartis
CUPOJIIMYCOM Ta IIJIAHYBAJIUCS TOAAJbBIIN KOH-
cyJibTallil, BKJIIOYAlOYM OpTOINeJAUyHYy. bBaTbku
TUTUHUA HE CKOPUCTATINCS TPOTO3UITIEI0 KOH-
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cysptaiii 'y Himeuuwmni. Xuonuuk Ha paHui
yac OTPUMYE CUPOJIIMYC Ta PyXa€TbCs B iHAUBILY-
aJIbHOMY KOPUTYIOUOMY KOPCETI.

OOroBopeHHs
XBopoba Topema (Gorham—Stout disease
(GSD)) — me nyxe piakicHe 3aXBOPIOBAHHS

OMOPHO-PYX0BOro amapary (omnucano OGJNU3BKO
200 BumaaKiB XBOpOOM), IO XapaKTEPU3YEThCS
HEKOHTPOJIbOBAHOIO, PYHHIBHOIO TpoJidepartieio
CyZAMHHUX 200 JiM(baTUUHUX KallJIsSpiB BCepeanHi
KICTKM Ta HAaBKOJIMIIHIX M'SIKUX TKaHuHax [34,35].
Xapaktepuctuku GSD Oysau Bmepime omnwucaHi
J. Jackson y 1838 porii [50], 3romom ix omwmcasm
L.W. Gorham, A.P. Stout y 1955 poui [34]. Bisb-
HICTh BUIIQ/IKIB 3aXBOPIOBAHHS PEECTPYIOTHCS
y JIiTel Ta MOJIOAUX JIOeN (K MPaBUI0, MOJIOJI-
mmx 3a 40 pokiB), He3aJeKHO BiJ CTaTi, pacu
Ta Miciis Haposkenns [71]. [lesxi Bueni BUSABIIS-
s 6sm3bko 60% Bumankis GSD cepesn marieHTiB
40JI0Biu0i ctati [89]. ¥ mocTymHUX JiTepaTypHUX
JpKepesiax He 3HalIeHO TI0B1/IOMJIeHDb ITPO KOPeJis-
1[I0 i3 IEBHUM THUIIOM YCIIQ/IKyBaHHSI 11aTOJIOTII.

Y MeanuHuX myOJIiKamisix BUKOPUCTOBYIOTHCS
JHCJIEHH] eTOHIMI XBOPOOU: XBOP0Oa 3HUKAIOUNX
KicTOK, reMaHTiomaros, Jimdpanriomatos, 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 yYacy TepBUHHUX OIHMCIB JIaHOI HO30JI0Til
MuHyjo moHajq 60 pokiB, mpoTre 3aaUIIAIOTHCS
He BU3HAUEHUMM €TIOJIOTis Ta XapaKTep 3aXBOPIO-
BauHst. MexaHism pe3op0iiii kictok mpu GSD we-
3posyminmii. IlaTosioTiunuii mporiec TOJSATAE
y 3aMiHi HOpPMaJIbHOI KiCTKM Ha arpecuBHO MPO-
pocTraiovy, HEeHOIJIACTUYHY CYAWHHY, CXOXKY Ha
reMaHrioMny a6o Jjimdanriomuy Tranuny [ 18,20,
78,93]. Cxosi TicTOJIOTIUHI 3MiHU BUSBJIEHO TIPU
JOC/IKeHH] ypaskeHux pebep namienra (puc. 4—9).
HeomHopiziHa HEKOHTPOJIbOBAHA Cy/MHHA TKa-
HUHA BHUKJIMKAE MacoBy BTpary KiCTKOBOI
TkaHuHU. Ha panHiii cTazil ypakeHHs KicTKa Mpo-
XOIUTHh Pe30pOIlil0 Ta 3aMiHIOETHCS TillepPBacKy-
JISIDHOIO CIIOJIYYHOIO TKaHMHOIO. [icTojoriune
JOCJTJIKEHHST IEMOHCTPYE Ha Mictii pe3opboBanoi
KICTKOBOI TKaHWHM mpoJidepario apiGHUX
aimbatnuyanx cyawH. Ilpomidepyroui cyauam
MOKYTb OyTH KaIliJSIPHUME, CUHYCOIZQJIbHIMU
abo kaBepHo3HUMU. Ha 1mi3Hix crazisix criocrepira-
€TBCS TIPOTPeCcyiode PO3CMOKTYBAaHHS KiCTKH, 110
MPU3BOAUTH JIO MAacOBOTO OCTEOJi3y Ta 3aMiHun

ISSN 1992-5913 Cospemennas neguatpus 7(95)/2018



YmntamTte Hac Ha canTe: http:/med-expert.com.ua

y irami xicTkoBOi TKaHWHU Ha (Gibposny. kit
came (haKTOp CTUMYJIIOE Ta TTOPOJKYE TaKi 3MiHU
y KicTii, goctemenHo Hesiomo [18]. Onniero
3 OCHOBHHMX CTPYKTYPHHX O3HaK YpaskeHHS
€ HasgBHICTh HA/I3BUYAWHO MUPOKUX KAMiJISPOTIO-
HiOHKMX CyauH i3 noBLILHUM KpoBoTokoM. G. Hey-
den Ta cmisar. (1977) BucjaoBWIN TinOTE3Y, IO
MOBIJIbHA TUPKYJISAIIS KPOBI y TaKUX CyJAWHAX
BUKJIMKA€E MICIIEBY TIiMOKCil0 Ta 3HMXKeHHA pH,
CIIPUSAIOYU AKTUBHOCTI PI3HUX TiAPOJITUIHUX
depmenriB [43]. R.D. Devlin 3 komeramu (1996)
BBayKaIOTh, 110 OCTEOJIi3, KU ipucyTHili 3a GSD,
3YMOBJICHU! IiZIBUIIEHOIO aKTUBHICTIO OCTEOKJIA-
CTiB, OTOCEPE/IKOBAHUX Ti/[BUIEHHSAM PiBHSI
inTepaeiikiny-6 (IJI-6) [18]. Came nuTokinmu,
IKi  HaJAMIPHO TIPOAYKYIOTbCS Makpodaramu
Ta giM@oIuTamMu, BiIirpalOTh KJIIOYOBY POJH
y mporieci po3Butky GSD. Ile, y cBoio uepry,
MPU3BOJIUTH JI0 HEKOTPOJILOBAHOI TMposidepartii
dibpobmacTiB Ta eHpoTemionuTiB. K p0Ka3z —
y 30Hax npoideparii gimpanriomn y ii cTpoMi Ha
paHHiX eTanax € gucjeHi Mmakpodaru ta giMoIm-
™ (y Hamomy BUNAAKY). TouyHa imeHTHbiKaIlis
AuCTpuOYIi migKIaciB JTiMQOIUTIB Ta MITOTUYHO]
AKTUBHOCTI KJITUH TYXJIUHW MOKJIUBA TIPHU
3aCTOCYBaHHI IMYHOTiICTOXIMIYHOTO JIOCJII/I>KEHHSI.
Haityacrinie ypaskensst (hikcy€eTbest y TIISTHKAX
miedoBoro mosica [6,44,76,85] Tta Tasy [7,17,41,
57,70,94]. Takox Tpoliec MOKe CIIOCTEPIraTUCs
y PI3HUX [iJITHKAX TiedoBoi kictkm [9,11,23,
81,100], nonatku [16,33,35,90], kmounti [25,33,
35], pebep [13,59,68,87,90], rpyanHu, CTErHOBUX
KicTok [24,32,66,94]. bararbma BueHMMU ONUCaHi
i 1HIITI JTOKaJTi3a11ii TaTOJIOTIYHOTO TTPOIleCy Y KiCT-
kax: uepena [2,19,26,30,45,48,49,54,69,72,73,82,
84|, menemHo-muieBoro ckenmera |[3,6,13,15,27,
28,38,59,61,65,68], pyk [12,39,58,83] i crom [37],
y xpebri [22,24,29,65,73,80,101], i3 ypaskeHHsIM
HUKHBOI 1estenu [5,10,31,51,64,73,75,79].
Kuiniunuii nmepebir xBopo6u 1oBOJII Bapia-
OeJIbHMI Ta 3a/IeKUTh Bijl JIOKaxisalil mpoiecy.
Y nesikux NaiieHTiB BOHA MA€ BiJIHOCHO TOCTPUN
MOYATOK: 13 BUPA3HUM OOJIBOBUM CHHIPOMOM Ta
HAOPSIKOM B ypajkeHill KiHIBIM, TOAI SK iHIITHX
oci6 TypOy€e HeIHTEHCUBHUIT HEITOCTIHIIT 3aTsIK-
HUIl 06iib, 0OOMEKEHHsS PYXiB Ta IIporpecyioda
cinabkicTh y sazigniii kicrii. Taki cummTomu
MOKYTb CYINPOBOIKYBATUCS CHAOKICTIO M'SKUX
TKaHWH Ta/abo arpodiero M's3is [91]. ¥ vactuni
BUTIA/IKIiB caMe IMaTOJIOTIYHUN TepesoM YacTo
MPU3BOAUTD N0 KJIHIYHUX ITiI03P Ta IOAAJTBIIOL
niarsoctuku GSD [88,91]. HacTto MuHAIOTH Mics-
i abo il poKH, TepIl HisK BCTAHOBJIIOETHCS OCTa-
TOYHUH fiarHo3. /1 paHHbOI AiarHOCTUKY TTOBU-
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HeH OyTH BUCOKHU TOKAa3HUK KJIHIYHOI TTi03pH.
Y 6inpuiocTi XBOPUX BCTAHOBJIEHHS JIaTHO3Y
HEPIJIKO 3aTPUMYETHCS, OCKiJIbKM J1abopaTopHi
JOCJI/DKEHH s, 3a3BUYail, 1epebyBaloTh y MexKax
HopMmu. Jluie piBeHb syskHoi docdarazu B cUpo-
BaTIli MOKe OyTH TPOXHU MiBUIIEHUM 200 3HUIKE-
HUM 3HadeHHs 25-rizpokciBitaminy D3 [60].
Y npejcTaBiieHOTO THallieHTa J1abopaTopHi MoKa3-
nukn 3AK ta BAK 6ynu 6e3 narosorii. J{utuny
He TypOyBaB 6ib. XJIOMUUK MPOJOBKYBAB CBOIO
IOJIEHHY AisIbHICTh 6e3 Gy/b-sIKOI HaToJI0TiuHOl
CUMIITOMATUKH, TOMY JJOCTEMEHHO HeBiJIOMi Tep-
Mminu ge610Ty xBopoOu. BumazkoBo BusiBeHa Gath-
Kamu Jedopmariisi xpeOTa, 1[0 BUHMKJIA BHACTIIOK
natostorigroro siaamy pebep IX, X, X1, crama npuyu-
HOIO JUISI TIPOBE/IEHHST KOMILIEKCHOTO OOCTEKEHHS
i3 3acToCyBaHHAM pI3HUX METO/IB Bi3yaJsi3allil
(PT, KT, MPT, Y3/l). bisb BBa)ka€Thcsl 4acTUM
HetunouM cumrtomoM GSD [71], rosoBHUM YnHOM
yepe3 JiM(paHTiOMaTO3HY 1H(IIBTPAIli0 KiCTOK.
C. Maillot Ta criBaBT. CTBEP/IKYIOTD, 10 MOYATKOBE
3aiydeHnst xpebiiB € piakicanm (10%) 1 mos'sizane
3 MOTaHUM TIPOTHO30M Tiepebiry xBopodu [63].

[Tepe6ir xBOpo6UM Mae HernepeabavyBaHUN
MPOTHO3. ¥ [IedKUX BUIAAKAX IOBIIOMJISETHCS
PO CIOHTaHHY perpecito mpouecy [11,14].
Y 4yacTUHM MAIEHTIB 1151 XBOPOHa MA€ HEYXUIBHO
[POrpecyIounii 1mepedir i3 3aayd4eHHsIM SKUTTEBO
BAKJIMBUX CTPYKTYP OPraHi3my, 1110 MO3Ke IPU3BO-
JAUTHU JI0 IHBaJTiiM3allii Ta HaBiTh 10 cMepTi [52].
Ceplio3Hi yCKIaJHEHHS 3yCTPiYaloThCsS PiIKo.
Y mnamieHTiB 3 ypaskeHHsIM XpeOIliB 0CTE0Ti30M
MO’Ke BUHUKATH I1apalljieris BHACAIJI0K BTpyYaH-
HST 10 CIIUHHOTO MO3KY [52,77]. Mosk/inBe BTOpUH-
He iH(DIKyBaHHS KiCTOK Ta PO3BUTOK CENTUYHOTO
IIOKY, X04a Ha/i3BUUaitHo piako [52]. M.L. Tie i cmi-
BaBT. pubm3Ho y 17% malieHTiB crocrepiraim
xizoropakc [97]. Ha mymky G.G. Miller (2002),
XIJIOTOPAKC TPAILISIETHCS MeHII HiK y 113 5 Bunaz-
kiB GSD 1 € npuumHOIO BHUCOKOI CMEPTHOCTI
narientiB [67]. Lleit cran Moxke peectpyBartucs
y Oymb-sikomy Billi, aje Haidacrimie — y JiTeil.
3a BIJICYTHOCTI TPaBMU 10 PO3BUTKY XiJTOTOPAKCY
MOKYTb TIPU3BECTH OCTEOJITUYHI ypaskeHHsT pebep,
JIOTIATOK ab0 TPYAHUX XPeOIliB BHACTIIOK MPSIMOTO
posmupeHHs JiMdanriekTasii 'y TJIeBpajbHY
HOPOKHUHY a00 yepes iHBasilo y TPYAHMIL IIPOTOK
[96,97]. Icnye moBimomsieHHSI TIPO KPOBOTEUY SIK
cMepTesibHE YCKIaaHeHHs XBopobu [67]. Ha mymKy
D.V. Patel (2005), Bictiepasbha Ta criiHaJIbHa JIOKa-
JIi3arist mpollecy 3a3BUYAi TMOB'SI3aHI 3 MOTAaHUM
IPOrHO30M Tiepebiry xBopobou [77].

[Tpu kminiuwiii migospi Ha GSD pi3ni MeToan
Bizyaurizariii MOKyTh Oy TH KOPUCHUMH JIJIsT OI[IHK Y

55



YmntamTte Hac Ha canTe: http:/med-expert.com.ua

TIOTNUPEHHS YpakeHHS. 3aCTOCOBYIOTBCS PajIio-
iortonni pocaikenns, KT, MPT [1,13,21,36,
47,55,62,68,86,93,98]. Ilpu macuBHOMY OCTE€O-
Jisuci peHTreHorpadiuHa KapTUHA € JOBOJI
crierucivnoio [86]. Ha mouaTtkoBomy etami ypa-
JKeHHST Pa/IioNIOTiuHI  BOTHUINA BUSBJISIOTHCS
B IHTpaMeIyJsIpHUX ab0 MiAKIPKOBUX [iJISTHKAX,
10 HAra/lyloTh 3MiHU IIPU OCTEOTIOPO3i. 3TOJAOM —
HOBIJIBHO TIporpecyiodya aTpodisi, po3unHeHHH,
nepesioM, (parMeHTallisl Ta 3HUKHEHHS YaCTUHU
KicTku Ta aTpodis m'skux TKanuH. [Iporec 3ax-
BOPIOBAHHSI MOJKe TIOIMMPIOBATUCS HA CYCiIHI
KICTKM; 3aJIy4aloThesT TaKoK i cyrsmobum. Harmpu-
KJIaJl, OCTEOJIi3 IMUWKA CTETHOBOI KICTKU MOKe
MOEAHYBATHCS 3 PE30POIE MTPOKCUMATBHOTO
BiIiTy CTETHOBOI KiCTKW; 3MiHM y JOMaTIi —
3 OCTEO0JII30M ITPOKCUMAJIBHOTO BiJUIJY T1JI€40BOI
KicTkH, kaounili ta pebep. Ha mymxy D. Resnick
(2002), Taki 3aKOHOMIPHOCTI PEriOHAJIbHOTO
KiCTKOBOTO PYHHYBaHHS TOBUHHI CIOHYKaTH
JIiKapsi /10 TOYHOTO BCTAHOBJIEHHS /liarHo3y. ABTOD
BBaJKAE, IO CTYTiHb KiCTKOBOTO PYITHYBaHHS 3ara-
JIOM HEYXWJIbHO 3POCTAE BIIPOJIOBAK KiJIbKOX POKiB
i MOKe, B KIHLIEBOMY IIJICYMKY, CTaOLIi3yBaTHCS
criontanHo [86]. Icuyrorh I iHII [OBIIOMJIEHHS
PO CIIOHTAHHE Bi[HOBJIEHHS BTPAYeHOI KiCTKOBOI
TKaHUHM TCJIsE MacoBOro octeosmisy [11] abo kriHiy-
He Ta PeHTreHOJIOTTYHE TIOJITIIIEeHHS TiCJId TPoMeHe-
Boi Tepartii [39].

Yepes piaKiCHICTD Ta HE3PO3YMLIY €TiOJOTI0
GSD, ii siikyBaHHS 3a7TMIIAETHCS 00 €KTOM JIOCTi-
JUKeHHd. | Xoua BIIPOJIOBK OCTAHHIX JIECATHUIITH
OyJI0 3alpOTIOHOBAHO [IEKiTbKa TepareBTUYHUX
BapiaHTiB, HEMA€E €IMHOI LYMKH OO0 HailOiib
eekTUBHOTO MiIXOMY JO JIKYBaHHS ITi€l pijKic-
Hoi xBopoOu. Jlotenep mikyBanus GSD Bkiouae
HACTYIHI 3aX0[1: MeJINKaMEeHTO3Ha TKpalis —
aHTHOCTeOKIacTiuni npenaparu (bichocdonarn)
[89,102], intepdepon anbda-2b [56,89,95], cupo-

JIITEPATYPA

aimyc [99]; nmpomeneBa (y mosi 30-45 I'peir)
[23,39,42,89] Ta xipypriuna tepamia [4,8,23,
46,60,74]. BapianTu XipypriyHoro JiKyBaHHS
BKJIIOUAIOTh PE3EKINI0 ypakKeHHs Ta PEKOHCTPYK-
11110 3 BAKOPUCTAHHSIM KiCTKOBUX TPAHCILIAHTATIB
ta/abo mporediB. Sk mpaBMIO, KICTKOBI
TPAHCIUIAHTATH TIPOXOSATH Pe30pOIio i He 3aB-
KA edexTuBHi. XipypriyHa pPeKOHCTPYKITis
Ta/abo TPOMEHEeBa Tepallisi BUKOPUCTOBYIOTHCS
JUId JIIKyBaHH TMAIi€HTIB, 9Ki MAIOTh BEJIUKI CUM-
NTOMAaTUYHI YypaskeHHS 3 TPUBAJIO0 (PYHKILIO-
HaJIbHOI0 HecTaOlabHicTIO. XipypriuHa KOpeKIlis
MOJKe 3HaZIOOUTHCST TPU HECTAOIIbHUX YPaKEeHHSIX
xpebTa. Jlyist slikyBaHHsI HAIi€HTIB i3 XBOPOOOTO
lFopema, sKi MalOThb XiJIOTOpaKC, 3aCTOCOBYIOTDH
pi3Hi BapiaHTU JiKYBaHHS, BKJIIOYAIOYU I1JI€B-
PEKTOMIl0, IJIeBPO/Jie3, Jiiralilo TpyJHOI KJITKH,
MIPOMEHEBY Tepariio, Tepario iHTepdepoHOM Ta
6aeominmaoM [60].

BucHoOBKU

XBopoba Topema € Haa3BMYANHO PiAKICHUM
3aXBOPIOBAHHSIM OIIOPHO-PYXOBOTO amapary
3 HEBIIOMOIO €TiOJOTIEI0 Ta CKIATHOTIO 3aTPY/IHE-
HOIO TPUBAJIOIO MiarHOCTHKOI0. Oriisiji omy61iKo-
BaHOI JiiTepaTypu 3 11bOTO MUTAHHA [TOKAa3YE, 110
1€ 3aXBOPIOBAHHSI OMUCYETHCST Ta OOTOBOPIOETH-
cd 3a HU3KOIO ernoHimiB. HasgBHiCTb MacuBHHUX
OCTEOJITUYHUX ypPakKeHb Ta/ab0 MaTOJOriYHUX
IepesioMiB KiCTOK TOBUHHA BUKJIUKATHU Y JIIKapiB
KJIHIYHY Ti03py 1010 MOKJIUBOCTI PO3BUTKY
xBopo6u 'opema. 3a kiainiunoi migospu Ha GSD
JIOIIJIBHO 3aCTOCOBYBATU Pi3HI METO/U Bizyasi-
3ailii, SgKi J0moMaraioTh OI[IHUTHU MOIIUPEHHSI
ypakeHHs y naiienTiB. OctaTouna Bepudikailis
XBOPOOM y TAII€HTIB 3 OCTEOJI30M MOXKJINBA
JIMIIIE 32 JIOTTOMOTOI0 Oi0TICii MicIlst ypaskeHHSs.
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