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Mera: yIOCKOHAIUTHU AiaTHOCTUKY pisHUX PpopM ibposHoi gyucasii (O]I) miaxoM BUBYEHHS 0COOIMBOC-
Teil K/IIHIYHOTO Ta PEHTTEHOMIOTIYHOTO Iepebiry 3aexxHo Bifi GopmMu 3aXBOpIOBaHHS, BiKy Ta CTaTi allieHTa.

Marepianu i MmeTopn. [locmikeHHsI BUKOHAHO Ha OCHOBI aHa/i3y pe3y/nbTaTiB 00CTeXXeHHs Ta TIKyBaHHS
80 xBopux Ha pi3Hi popmu OJI, mo nepedysanu B 1Y «IncTuTyT TpaBMarosnorii Ta opronenii HAMH Ykpainn»
32000 o 2019 pp. liarHO3 BCTaHOB/IIOBABCs Ha Mi/ICTaBi BUBYEHHS 0COO/MMBOCTEl aHAMHE3Y 3aXBOPIOBAHH,
JI0r0 KJIiHIYHOTO Iepebiry Ta JaHUX PeHTIeHOIOTiYHOTO 00CTEXXeHHA. 3 MOHOOCA/IbHOI (OPMOIO 3aXBOPIOBAH-
H: 6y/10 56 malieHTiB, 3 MOMiocanbHOW — 14, i3 curgpomom Onbparita — 10. KiiHiko-peHTreHONMOTiYHMIT MeTOR,
TOCTIi>KeHHsI 3aCTOCOBAHMIL I/Is1 YTOYHEHHs IiarHO3y 3aXBOPIOBAHHA Ta HOC/IKeHHs 0COOMMBOCTEI Iepe-
6iry 3axBoproBaHHs. PeHTreHOIOTiuHe JOCTiI>KeHHs poBefeHo Ha anmapati Multix UP y Biggini ¢pyHkuioHans-
Hoi giarHocTuku Y «ITO HAMHY» 3a cTaHZapTHOIO METOAVIKOIO B IPSIMiii 3aHill Ta 60KOBil MPOEKisX i3
3aXOIUICHHAM CYMDKHUX cyrno6iB. OLjiHIOBamuCA T0Kai3aris, 06csiar ypakeHHs Ta CTaH KOPTUKAIbHOTO MIapy
IIpY YPa>KEeHHi MaTONOTiYHMM AVCIUIACTUYHUM IIPOLIECOM JOBIMX KiCTOK HVDKHIX KiHIIiBOK.

PesynpraTri. YTOYHEHO K/IiHiKO-pEHTTe€HO/MIOTi4HI 03HAKY, 110 BUABJIATbCA IpK pisHux popmax OfI Ta
BCTAHOBJIEHO, L]0 MTATO/IOTIYHI TEPETOMU JOBIMX KiCTOK Ta iX medopmaliis 3amexxatb Bif dopmu 3aXBopio-
BaHH, BiKy Ta CTaTi nalieHTa. JJocmifgkeHo 4acToTy IaTONIOriYHMX IepeIoMiB JOBIMX KiCTOK HVXKHIX KiHIi-
BOK 3aJIeXKHO Bijj mokanisanii, GopMu 3aXxBOpIOBaHHS Ta CTaTi y mauieHTiB i3 pisaumu popmamu OJI: crerHo-
BOI KicTKM — 72,3% (IpoKcuManbHuil Bigfin — 76,7%); Kictok roMinku - 27,3% (niagisapua yactuna — 78,3%).
3’AcoBaHo, 110 IpU MOHOOCaNbHiN popmi O] KinbKicTh HepenoMiB 6yna focToBipHO 6inbio0 (49,4%), Hix
npu noniocanbHin popwmi (30,1%, p<0,05) Ta cungpomi Onbpaiira (20,5%, p<0,5). B oci6 4onosivoi crati 3
MOHOOCa/NbHOW hopMoo Ta cuHApoMoM Onbpaiita KinbKicTb nmepenomis 6ya foctoBipHo 6inbiow (p<0,05),
HiX B 0ci6 >xiHOYOI.

BucHoBku. BusBieHi 0co6mmBoCTi mepebiry K1iHiKO-peHTI€HOMOTiYHNX NIPOSIBIB y MALiEHTIB 3 pi3HUMMU
dopmamu O] 3anexxHo Bix popMM 3aXBOPIOBAHHA, BiKY Ta CTATi Malli€eHTa JO3BOIATD 3MEHIINTH Ta YCYHYTH
IiarHOCTMYHI IOMM/IKM Ta € MIATPYHTAM A/ YAOCKOHA/IEHHA CUCTEMY OPTOIEMYHOTO iKyBaHHA JaHOI HO30-
JIOTil.

JocnimKeHHA BUKOHaHi BifnoBigHO no mpuHImmiB lenbcincpkoi Jexnapanii. IIpoTokon gocmigKeHHs yxBa-
neHui JIokaIbHUM eTUYHUM KOMiTeTOM ycTaHOBU. Ha npoBeneHHs JocmimKeHb 6y10 OTpuMaHO noiHgopmo-
BaHY 3rofy 6aTbKiB fiiTeit (a0 ixHiX OmiKyHiB).

ABTOpU 3aAB/IAIOTH PO BiCYTHICTb KOHPIIKTY iHTepeciB.

Kntouosi cnosa: Gibpo3na qucmiasis, maTomorivyHi mepenomMu Kictok, gedopmariis KicTOK, HiarTHOCTHKA, KITi-
HiYHi IPOSABY, PEHTT€HOIOTiYHI CMMIITOMM.
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Peculiarities of clinical-radiological course of different forms of fibrous dysplasia

Y.M. Guk, A.M. Zima, N.O. Naumenko, T.A. Kinchaya-Polishchuk, A.I. Cheverda, O.Y. Skuratov, M.F. Sivak
Sl «The Institute of Traumatology and Orthopedics by NAMS of Ukraine», Kyiv

The aim of the study: to improve the diagnosis of forms of fibrous dysplasia by investigating clinical and radiological features, depending on the disease
form, age and sex of the patient.

Materials and methods. The research was conducted by analyzing results of examination and treatment of 80 patients with different forms of fibrous dys-
plasia at Kyiv Institute of Traumatology and Orthopedics by NAMS of Ukraine from 2000 to 2019. The diagnosis was made on the basis of studying features
of the medical history of the disease, its clinical course and radiological examination method. There were 56 patients with monoosal disorder, 14 with
polyosal, and 10 with Albright syndrome. Clinical-radiological method of the research was used to clarify the diagnosis of the disease and to study features
of the disease. The radiological examination was performed on the Multix UP in the department of functional diagnostics «ITO NAMSU» according to the
standard technique in direct posterior and lateral projections with capture of adjacent joints. Localization, volume of lesion and condition of cortical layer
at pathological dysplastic process of long bones of lower extremities were evaluated.

Results. The article specifies clinical-radiological features revealed in various forms of fibrous dysplasia and shows that pathological fractures of the long
bones and their deformation depend on the form of the disease, age and sex of patients. The incidence of pathological fractures of long bones of lower
extremities was determined depending on the localization, form of the disease and sex of patients with different forms of fibrous dysplasia: femur—72.3%
(proximal part — 76.7%); tibia bones — 27.3% (diaphyseal part — 78.3%); it was found that the number of fractures was significantly greater (49.4%) with the
monoosal form of fibrous dysplasia than with the polyosal form (30.1%, p<0.05) and Albright syndrome (20.5%, p<0,5); in males with monoosal form and
Albright syndrome, the number of fractures was significantly greater (p<0.05) than in females.

Conclusions. Features of the course of clinical and radiological manifestations depending on the form of the disease, age and sex of the patient have been
covered in the article, which will allow reducing and eliminating diagnostic errors related to this pathology and create a basis for improvement of the system
of orthopedic treatment of this nosology.

The research was conducted in accordance with principles of the Declaration of Helsinki. The research protocol was approved by institution’s Local Ethics
Committee. Informed consent was obtained from parents of children (or their guardians) for the research.

Authors declare that there was no conflict of interest.

Key words: fibrous dysplasia, pathological bone fractures, bone deformity, diagnosis, clinical manifestations, radiological symptoms.

Oc06eHHOCTU KANHUKO-PEHTIEHO/IOrMYECKOro TeUeHUA pa3nnuHbix popm ¢ubposHoi gucnnasum
.M. I'yk, A.M. 3uma, H.O. HaymeHrKo, T.A. Kunua-Moauwyk, A.l. Yesepda, O.H0. Ckypamos, M.®. Cusak

Y «MHcTUTYT TpaBmatonorum u optoneann HAMH YkpauHbi», . Kues

Llenb: ycoBepLEHCTBOBATL AMArHOCTUKY PasandHbIX dopm dubposHoi ancnnasum (®[) nytem M3ydyeHUs 0COBEHHOCTEN KNMHUYECKOTO U
PEHTTEHO0MMYECKOrO TeYEHUA B 3aBUCMMOCTH OT GpopMbl 3ab0neBaHUA, BO3pacTa U NoAa NaLMeHTa.

Martepuanbl u meToapl. MiccnesoBaHme BbINOAHEHO HAa OCHOBE aHaNM3a pe3y/ibTaToB 06cnef0BaHUA U iedeHns 80 60bHbIX pasinyHbiMu dopmamun OL,
KoTopble Haxoauauch B IY «MHCTUTYT TpaBmatonorum u optoneamn HAMH Ykpauntbi» ¢ 2000 no 2019 rr. lnarHos yctaHaBAMBaACA HA OCHOBAHWU U3y4eHUA
ocobeHHOCTel aHaMHe3a 3a601eBaHNA, ero KAMHUYECKOro TEYEHWA U AaHHbIX PEHTreHonorMyeckoro obcnesosaHuna. C MOHOOCaNbHOM dopmoii
3ab0neBaHuA 6b1N10 56 NALMEHTOB, C N0AMOCANbHOM — 14, ¢ cuHapomom Onbpaiita — 10. KNMHUKO-PEHTIEHONOMMYECKMIA METOZ, UCCeL0BAHUA NPUMEHANCA
ONA YTOUHEHUA AMarHo3a 3a601eBaHnA U UcCNes0BaHNA 0COBEHHOCTE TedeHus 3aboneBaHuA. PEHTreHoI0rMYecKoe uccaes0BaHne NPoBeAEHO Ha annapare
Multix UP B otgene ¢yHKumoHanbHom guarHoctvku MY « A”TO HAMHY» no cTaHgapTHOWM MeToguKe B NPAMON 3aAHeN 1 6OKOBOM NPOEKLMAX C 3aXBAaTOM
CMEXHbIX CycTaBoB. OLLeHMBANUCH IOKANM3ALMA, 0B6bEM NOPAKEHUA U COCTOAHME KOPTMKA/ILHOTO C/I0A NPU NOPAKEHWUM NAaTONOTMYECKUM AUCNNIACTUYECKUM
NPOLLECCOM J/IMHHbIX KOCTEM HUMHMUX KOHEYHOCTEW.

Pe3ynbTatbl. YTOUHEHbI KIMHUKO-PEHTIEHONOTMYECKIUE NPU3HAKM, BbIABAAEMbIE NPY PasNnyHbIX dopmax PL, 1 ycTaHOBAEHO, YTO NATONOTMYECKME NePenoMbl
O/WHHBIX KOCTeN 1 Ux aedopmaLina 3aBucaT oT popMmbl 3ab0neBaHws, BO3pacTa M NoNa naupeHTa. MccnesosaHa 4actoTa NaToorMYeckmx nepenomoB SAMHHbIX
KOCTEW HUKHUX KOHEYHOCTEN B 3aBUCMMOCTY OT JIOKaM3aLuu, popmbl 3a60neBaHUA M NONA Y NALMEHTOB C Pas3InyHbIMKU popmamu Ol 6eapeHHoM KocTu —
72,3% (NpoKcumanbHbIi otaen — 76,7%); kocteit ronenu — 27,3% (amadusapHasn yactb — 78,3%). BbiicHeHO, 4To Npy MOHoOCanbHUI hopme D, KonnyecTso
nepenomoB 6bi10 gocToBepHO 6onbLnM (49,4%), yem npu noarocansHol dopme (30,1%, p<0,05) u cuHapome Onbpaiita (20,5%, p<0,5). Y AnL, MyXKcKoro
nosa ¢ MOHOOCaIbHOM GOPMOI M cHAPOMOM OnbpaiiTa KOAMYECTBO NEPesoMOB BbiNo LocToBEPHO bosbLue (p<0,05), YEM Y INLL SKEHCKOTO.

BbiBoAbI. BbiiBNI€HHbIE 0COBEHHOCTU TEUEHUA KNMHUKO-PEHTIEHONOTMYECKMX NPOABNEHWI Y NALMEHTOB C pa3iniHbiMu popmamu P[] B 3aBMCUMOCTH OT
dopmbl 3aboneBaHuna, BO3pacTa M NoAa NALMEHTA NO3BOAAT YMEHbLWUTb U YCTPAHUTb AMATHOCTUYECKME OWMOKM M ABNAIOTCA OCHOBAHWEM A/f
YCOBEPLUEHCTBOBAHWA CUCTEMbI OPTOMNEANYECKOTO IeYEHUA AaHHOM HO3010TUN.

MccnenoBaHuA BbINOAHEHbI B COOTBETCTBUM C NPUHLMNAMK XeNbCUHKCKOM [leknapauuu. MpoTokon nccnefoBaHua ogobpeH JIokanbHbIM 3TUYECKUM
KOMUTETOM yupexaeHns. Ha nposeseHue ucciefoBaHuit 6b110 noayveHo MHGOPMUPOBAHHOE COMNAcKe poauTeneit AeTeit (Um Ux onekyHoB).

ABTOpbI 3a7BAAOT 06 OTCYTCTBUM KOHOIMKTA MHTEPECOB.

Knioueesole cnosa: ¢M6pO3HaH Aucnnasuna, natonornvyeckne nepenomol KocTen, ,qed)opmau,wﬂ KocTen, ANArHOCTUKa, KNMHUYECKNe npoAaBaeHuna,
PeHTreHonorn4yeckue CMMNTOMbl.

Beryn

I[TaTosorist OIOPHO-PYXOBOTO alapary € HeBifl'eM-
HOIO CK/Ia/I0BOIO KJIIHIYHOI KapTUHY NalieHTiB i3 }i-
6posHoio gucmnasier (OfI), mae Bpomxennit i Haby-
TUM XapaKTep, Pi3HMUII CTYNiHb BUPa>KeHHA Ta
IPU3BOJUTD 1O MOPYUIEHHA MOXIUBOCTI IO CaMO-
CTiITHOTO IepecyBaHHs a00 JIOro MOBHOI BTPATH, iH-
BasliiM3aIlii mamieHTiB Ta iX collia/IbHOI Ae3aganTalrii
[1-4].

OproneanyHa HayKoBa CHiIbHOTA KOCATIA 3HAY-
HUX YCHIXiB y JOC/TiIKeHH] eTionorii, maroreHesy ta
po3pobui MeropiB xipypriunoro nikyBanusa O [5-
14]. ITpote 0co6nMMBOCTAM KiIiHi4HOTO mepebiry 3a-
XBOPIOBAHHA Ta PEHTIE€HOIOTIYHUM O3HaKaM Ipuji-
NAETHCA HEJOCTATHBO YBaru y jliTeparypi, 110, Ha
Halll IIOT/IAM, BIVIMBAE HA KiIbKICTh IiaTHOCTUYHUX
IIOMIIOK Ta Bepudikaniio fiarnosy «PJ]» 3 Bignosia-
HUM aJIeKBaTHUM BUPIilIEHHAM I0[ja/IbIIOI TAKTUKNI
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MiKyBaHHA. 3a JaHUMMY JIiT€PATy Py, IPU NEPBUHHOMY
BCTaHOBJIeHHi fiarHo3y @]l KilbKicTb AiaTHOCTMYHUX
IIOMMJIOK CTaHOBUTbH 10 48% [14].

Hiarmoctuka ®JI y miteii, He3Bakalo4y Ha MIMPO-
KMIT CHeKTP [IiaTHOCTUYHOTO 00/IafHaHHA, 3a/IMIIa-
€TbCS JOCUTD CKazfHo0. et pakT MOXKHA TOSICHUTHI
HOMipHMMM K/IiHIYHUMY IPOSIBaMM, BapiaOe/nbHIiCTIO
Ta MiH/IMBICTIO PEHTT€HO/IOTIYHOI KAPTVHHU 3aXBOPIO-
BaHHA, 1[0 BUHMKAE 31 3pOCTAaHHAM CKe/leTa JUTUHMA.

Ha Hamry pyMKy, 3Ha4HUI BiICOTOK AiaTHOCTUYHMX
IIOMWJIOK BKa3ye Ha HeoOXi{HICTb y3araJbHeHHs Bifjo-
MMX K/IiHIKO-PEHTI€HOIOTIYHMX JAHMX Ta BUCBIT/IEH-
Hs ocobnmmBocTeit mepe6biry O] y miteit 3ane>xxHo Bif ii
¢dbopMm, a cucTeMaTu3ais OpToNeANIHOI MATOMOTII €
BKpail BaXXJIMBOIO Ta 00yMOBJ/IeHa IOTPeOOI0 Y CTBO-
peHHi PpyHIaMeHTY 1I0A0 PO3POOKM CUCTEMM OPTOIIe-
OVYHOTO Ta MEeAMKaMeHTO3HOrO JIiKyBaHHA JaHoi Ka-
Teropii nanieHTiB.

Mera: ygockonanutu giarHocTuky O nrsaxom
BUBYEHHS Ta JOCTiPKEeHHA 0COOMMBOCTEN KIiHIYHO-
TO i peHTTeHOJIOTiYHOTO Nepebiry 3anexxHo Bif dpop-
MM 3aXBOPIOBAHHA, BiKy Ta CTaTi IIallieHTa.

Marepiain i MeTogM JOCTif)KEHHA

HocniykeHHA BUKOHAaHO Ha OCHOBI aHaJIi3y pe3yib-
TaTiB 0OCTEXXEeHHS Ta nikyBaHHA 80 manieHTiB 3 O,
o nepe6ysanu B 1Y «IHcTUTYT TpaBMaTosorii Ta op-
tonenii HAMH VYxpainu» (M. Kuis) 3 2000 o 2019 pp.
Bix xBopux craHoBuB Bif 11 micsaniB go 30 pokiB (ma-
L[I€HTIB 400BIYOI cTaTi — 43, >)XiHo4oi — 37).

IliarHO3 BCTAHOB/TIOBABCS HA MifICTaBi BUBYEHHSA
0COOMBOCTEV aHAMHe3y 3aXBOPIOBAHHS, JI0T0 KJTiHi4-
HOTO Ilepebiry Ta peHTreHOMIOT Y HOTO METOAY JOCTi-
I>KeHHs. Yci xBopi 6ynu knacudikosaHi 3a popmamn
ypa’KeHHA: MOHOOCAJIbHA, II0i0CaNbHa, CUHLPOM
On6paiita. Posnopin xsopux 3a popMoIo 3aXBOPIOBaH-
HA OYB HaCTYIIHUM: MOHOOCa/IbHa popMa — 56, Toti-
ocanpHa popma — 14, curapom Onbparita — 10. Penr-
TeHOIOTiYHUI METOJI HOCTiI>KeHHS 3aCTOCOBaHUI IS
YTOYHEHHA [JiarHO3Yy 3aXBOPIOBAHHA Ta JOCTi/PKEHHA
CTPYKTYPHOIO CTaHY KiCTKOBOI TKaHMHM Yy IAIli€HTIB
i3 pisuumn popmamu ®J]. Penrrenonoriune goci-
I>KeHHA IpoBefieHo Ha anmaparti Multix UP y Biggini
¢dynknionanproi giarnoctuku 1Y «I TO HAMHY» 3a
CTaH/JAPTHOI0 METOAMKOIO B IIPSIMIil 3aHiit Ta 6OKOBIit
IPOEKIIiAX i3 3aXOIUIEHHAM CYMDXHUX Cyrno6is. Oi-
HIOBA/IVCS JTOKAJIi3allisl, 00CAT ypaskeHHs Ta CTaH KOop-
TUKaTbHOTO HIApy IPY yPa’KeHHi NaTOIOTiYHNM IVIC-
IJIACTUYHUM IPOLIECOM NOBIMX KiCTOK HMXXHIX
KiHI[iBOK.

Hocmif>keHHs BUKOHaHI BijIIOBITHO [0 IPMHIINIIIB
Tenbcincpkoi Jexmapanii. IIpoTokon gocnigxeHHs

yxBasieHuii JIoKka/bHMM eTUYHIM KOMIiTeTOM YCTaHOBH.
Ha npoBezeHH: [OCTiIXeHb 6y/10 OTpUMaHO NoiHdop-
MOBaHY 3rofiy 6aTbKiB miteit (a60 ixHix omiKyHiB).

Pe3ynbraTu §oCiimKeHb Ta iX 00TOBOpEHHS
3aranpaumu pucamu Ol 6ynu 6inb y KicTKax, je-
dbopmanis Ta maTonorivHi nepenomMu KicTox.

OcHOBHUMM cKapraMy B yCiX MallieHTiB Ipu nep-
BUHHOMY 3BepHEHHI JI0 TiKapsA Oymu: 601b0BUII CHH-
OpOM, HaKy/IbI'YBaHH, IaTO/NOTiYHUI IIEPEIOM Ta
nedopMaiiis, siKi MOXYTb Oy TV CAMOCTITHUMMY YH T10-
€HYBATIUCs ONVH 3 OXHMM; 6171 ¥ KicTKax Ta M's13axX y
CITOKOI Ta MiC/Is HaBaHTa)XKeHH:; pisHOMaHITHI gedop-
Maliil yepera, Ty/ny6a Ta KiHIIiBOK; HAOPAK M SKMX TKa-
HUH Y JiIAHLI YpaXKeHUX KiCTOK. Y IeAKMX BUIIaIKaxX
Oy/u ckapruy, 10 BKa3yBa/lIy Ha HasABHICTb ITaTO/MOTiI
BHYTpILIIHIX OpraHiB (IopyIIeHHA 30pY, AAyXa, Oinb 3a
TPY/HMHOIO, TIeYis, 6071 B Ai/AHLI BHYTPilIHIX opra-
HiB 4epeBHOI MOpoXHNHM). 3i C/1iB 6ATHKIB Ta MarjieH-
TiB, XapaKTepHUM BiKOM JI/If I0YATKy 3aXBOPIOBaHHA
0yB BiK Bif 3 0 10 pokiB, Ko 3 SAB/IATNUCSA BUIEHA-
BeJleHi CKapry Ta KOHCTAaTyBacs feopMaliil JOBIUX
KiCTOK HVDKHIX KiHI[iBOK Ta IX IIaTO/IOTi4Hi IepETOMN.

BcTaHOBIEHO, IO 3aTa/IbHMMM PUICAaMM CKEIETHOI
IIaTO/IOrii y ManieHTiB 6y/10 ypa>keHHs CTETHOBOI KiCT-
KU, KICTOK TOMIJIKH, Yeperta, Tasy, pebep, IIe40BOl KicT-
KU, KICTOK IIepe/jIUIiyys, IOoepeKoBOoro Bigainy xpeora,
K/II0uML i muitHOTO BifgAiny xpe6Ta. YparkeHHs MOITIO
OyTy OFHOCTOPOHHIM a60, pifilile, JBOCTOPOHHIM.

[lepBuuHMIT 601b0BUI CUHAPOM OYB y 33,8%
(27 oci6) xBopux Ha ®]] Ta XapaKTepu3yBaBCs Pi3HUM
CTYIIEHEM iHTEHCUBHOCTIi, MaB TE€H/EHIIil0 O ITOCHK-
NleHHs Ipu (isMIHOMY HaBaHTaXXKeHHi, 36iraBcs 3 j10-
Kasisaniero naronoriunoro ocepenxy @I, npore 3a-
BX/1 OYB BifICyTHill BHOYI. BuHMKHeHH: 60/1bOBOTO
CUHJIPOMY, 5K IIPaBUJIO, 30iraocst 3 mporpecyBaHHIM
(36i/mpIIEHHAM) [TATONOTTYHOTO OCepeaKy abo 3 BMHUK-
HEeHHAM IaTOJIOTiYHOTO HepesioMy (MiKpoIIepenomy).
bescumnToMHMI1 tepebir 3aXxBOpIOBAHHS CIIOCTEPiraB-
cs1 e y 2,5% (2 manieHTy) XBOPUX 3 MOHOOCAJIbHOIO
$bopMOI0 3aXBOPIOBAHHS.

IIpu 3sHaYHMX [iIAHKAX ypa)kKeHHA Y XBOPHUX 3 I1O-
mocanpHOI0 POpPMOIO ypaskeHHA BifMidaBcs BUpas-
HUIT 60TbOBUIT CUHIPOM, y HaLli€HTIB 3 MOHOOCAIIb-
HOI0 GOPMOIO 3aXBOPIOBAHHS — HEBUpPa3HMit O6isb y
3HAYHO MeHIIi KinbkocTi Bumaakis. IIpore came 60-
JIBOBUII CMHAAPOM Y 61/1bIIOCTI BMIIA/IKiB MOHOOCA/Ib-
Hoi popmu O]l cioHykaB narjieHTa abo itoro 6aTbKiB
3BEPHYTUCA 10 OPTOIENA Ta BUABUTHU [JAHY IIaTOMNOTIIO.

ITaTonorivyni mepemoMm KiCTOK KOHCTaTOBaHO
y 35 (43,7%) xBopux. [Tpn4nHoOI0 iX BUHUKHEHHA Oy10
3aMillleHHs KICTKOBOI TKaHMHY «Hea/[eKBaTHO» (i-
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Ta6muna 1

Kninivni nposisu I y XBopux 3a/1exKHo Bif opMu ypaskeHHs
Knisiui nposien &/ n % MoHoocanbHa ¢popma ®f} | MoniocanbHa popma ®f} | CuHapom Onbpaiita

abc. % abc. % abc. %

bonboBMiA CMHAPOM 27 33,8 (20 35,7 5 35,7 2 20
MaTonoriyHnit nepenom 35 43,7 |22 39,3 9 64,3 4 40
Oedopmauin 16 20 12 21,4 - - 4 40
BescumnTomHMI4 nepebir 2 25 |2 3,6 - - - -
Pazom 80 100 |56 100 14 100 10 100

OpO3HOI0 TKAaHMHOI0, BUTOHYEHH KOPTUKAJIBLHOTO
IIapy KiCTKY, BUHMKHEHHA fedopMalii Ta mepeBaHTa-
JKEHHA BiJIIOBIJHUX JiJITHOK JOBTMX KiCTOK B yMOBax
X 6araTOIUTOIVHHKX JeopMariit.

Hedopmaiiii 1OBrux KicTOK HIDKHIX KiHIIIBOK CITO-
crepiramucsa y 16 (20%) xsopux Ha O], mepeBaxxHo 3
MOHOOCaNbHOW GopMoro Ta curgpomoM Onbpaiita.
Y crpykTypi gedopmanii nmepeBaxkany ypakeHHS
IPOKCUMAJIbHOTO BiifliTy CTerHoBoI KicTKy, fiadisy
BE/IMKOTOMIZIKOBOI KiCTKM Ta KiCTOK /IM1]€BOTO Yepera.
BicboBi gedopmanii KicTOK BUHMKAMN SIK HACTIJOK
IIepeHeCeHO0l TPAaBMM Ta KOHCOJIi/JOBAaHOIO 3i 3MillleH-
HAM HATOJIOTIYHOTO IIEPEIOMY, YY1 MHOXXMHHUX MiKpO-
nepeIoMiB, pe3yIbTaToM AKNX 6yn10 GopMyBaHHS
«ITacTNYHOI Aedopmariii».

IHmnit Tun gedopmanii BUHMKAB Y KiCTKaX TMUIEBO-
o Yepelna y XBopux i3 cungpomom Onbpaiita y Bu-
701 3AYTTA KiCTKM, 0 PEHTT€HOIOTiYHO NPOABIIA-
JTocsA MOpylleHHAM ¢opMu i CTpykKTypm 3
BUTOHYEHHAM KOPTUKAJIBHOIO WAapy KicTku. Posmopin
XBOPUX 32 K/TIHIYHUMM IIPOABAMI 3a/1eXKHO Bifl popmu
@]l naBemeHo y Tabm. 1.

Pentrenonoriuni nposasu O] y miteii, Ha BigMiny
BiJl JOPOC/INX, MajIy CBOI 0COOMMBOCTI, 1[0 TTOB’I3aHO
31 3MiHOIO AIK CTPYKTYPM, TaK i 06cATy ypaskeHHA Kic-
TOK CKe/leTa B mpoleci pocTy nanienta. Ocepenku PJI
y KicTKax Oynu mpefcTaBieHi ofHO- 4n 6araTokamep-
HYIMM, KiCTOIIOiOHMMM YTBOPEHHAMHU Pi3HOTO PO3-
Mipy, «110TepToi» (PO3MMUTOI) CTPYKTYPH, L0 HATAYe
«MaroBe cKk1o». Lleit BidyanpHMit peHOMEH IOB’ A3aHMI
i3 HaK/IaJlaHHAM BEIMKOI KiZIbKOCTi TOHKMX MiKPOCKO-
HiYHMX 3BalIHEHNX KiCTKOBYX TPAOEKy/I Ta BBAXKAETb-
s TATOTHOMOHIYHVM PEHTI€HOIOTIYHNM CYMIITOMOM
IJI 1[bOTO 3aXBOPIOBAHHA.

XapaxkTepHolo nokaisanieo Boruwy OJI 6ynmn mera-
¢isapHi ginAHKY KOBruUX TpyO4YacTUX KiCTOK, AKi 3
POCTOM AMUTVHM MOBi/IbHO IepeXoaNIN Ha AiadisapHy
gacTrHY. KicTKOBO-MO3KOBMII KaHa/I ypa)keHOI KiCTKI
BTpa4aB CBOI MeXi, KOPTUKAIbHUII IIap Mir 6yTu Bu-
TOHYEHNM, a B IeAKUX [ilTAHKaX — CKIEpPO30BaHMM.
Yce BuieHaBesieHe O6y/10 IpUTaMaHHe i A/ KiCTOK
HIDKHIX KiHITIBOK, 1 IS JTOKa/Ti3alliii B iHINX KicTKaX.

3a 06carom ypakeHHs Kictku ®JI 6y ocepepko-
BuMH a60 audysHuMu. 1o maTomorivHoro mporecy
MOXYTb Oy T 3ajy4eHi K BCs KicTKa, Tak i okpemi ii
KOMIIOHEHTH Bifi IPOKCHMMAa/IbHOIO JO SUCTATbHOIO
emnigisy, 6e3 ypaxkeHHA ocTaHHbOrO. [lepexin O] ge-
pes ¢dizapHy 30HY He BijMiu€HO B )KOJJHOTO XBOPOTO,
1110, Ha Halll IOIIAN, BifpisHsae D]l Bif geakux iHmmx
IYX/IMHOMIOAIOHMX Ta 3allaJIbHUX 3aXBOPIOBAHb Ta
MO>Ke NOIIOMOI'TY IIPY BCTAHOBJIEHHI BIpPHOTO /liaTHO-
3y. ®izapHa 30Ha Oyna cBOEpigHUM 6ap’ epoM, AKuMit
HIKO/IN He NepeTHHAE NaToNoriYHa TKaHuHa npu OJI.
Tinpku micnsa ocndikanii dpisaproi 3o0Hu (mporuec cn-
HOCTO3YBAaHHS) CTa€ MOX/IMBYM PO3NOBCIOJ)KEHH S
IIaTOJIOTIYHOTO IpoIiecy Ha emiis. Taka peHTreHOMO-
riYHa 0co6MMBICTD € CyTTEBUM AndepeHLianbHO-ia-
THOCTUMYHUM KPUTEPi€M BCTaHOB/IEHHA fiiarHO3y O]
y miTel Ta MiJIiTKiB, O BifipisHAE 1€ 3aXBOPIOBAHHA
BifI 3/105IKiCHUX Ta IHIIMX [TATOJIOTIYHMUX HpoIeciB (oc-
TEOMIi€iT, TYOePKYTbO3HMIT OCTUT TOLIO).

PospuB LinicHOCTI KOPTUKAIBHOTO IIAPY KiCTKM IIPK
@]I peHTTeHOJOTIYHO AY>Ke CXOXKUI 3 T003€POBCHKVMU
30HaMJ, IKi BUHMKAIOTb y KiCTKaX Ha BeplHi fleopMa-
il y XBopyx Ha paxiT. [IpoTe Kiac4HMMI T003€POBCHKI-

C

Puc. 1. PeHTreHorpama B npsaMiii 3aHiv NpoexLii (a) Ta KT-ckaHu
(b; c) xeopoeo 0., 16 pokis, cnoct. No48 (icT. xB. 514688) 3 BU-
TOHYEHHSAM Ta BTPATOHO L,i/TICHOCTI KOPTUKANBHOTO LWAPY KiCTKK
npwv yparkeHHi NPOKCMMANbHOTO BiaAiny CTerHOBOI KicTku P/,
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a b

d e

Puc. 2. PeHTreHorpamum y npamiit 3afHiin NpoeKLii KynbluoBmx cyrnobis xsoporo 12 pokis, fAKi BigobpaxatoTb AnHamiky dop-
MyBaHHA TMNoBoi ana O/l sapycHoi aepopmau,ii NPoKCMManbHOrO BiAAINY CTErHOBOI KiCTKM 32 TUMOM «MaAWL,i NacTyxa» 3a
BiICYTHOCTI opTONeAuYHOro NikyBaHHA (a — 7 pokis; b — 7 pokis 3 mic.; c — 10 pokis; d — 11 pokis; e — 12 pokis). TepmiH cno-

CTepeXKeHHA 5 pokis

MM 30HAMM 3 BTPATOIO LIJTICHOCTI KOPTMKA/IbHOTO LIapy
kictky mpy D] Ha3BaTy He MOXKHA, TOMY 1[0 TIPY IIbOMY
3aXBOPIOBaHHI PEHTTEHOIOTTYHI 03HAKM MOXKYThb BMHMKA-
T 1 6€3 medopMallii KicTKy, a CydacHi jaHi BKa3yloTb Ha
iHIIIi €TiOMaTOreHeTUYHI YMHHMKMY, a CaMe IOPYIIEeHHSA
ocTeo6/acToreHe3y Ta npoleciB MiHepatisanii B ocepen-
kax @]l i3 GopMyBaHHAM B KiCTIIi «<HETIOBHOL[{HHOI» 3a
CK/IaJIOM i CTPYKTYpOIO KiCTKOBOI TKaHVHM (puc.1).

BuToHueHH KOPTMKa/IbHOTO 1IAPy KiCTKY, 1110 IPU-
taMmaHHe O]l € 3arpo3NMBMUM YMHHUKOM LOJ0 BUHMK-
HEeHHs [IaTOJIOTiYHYX nepenoMiB. IToegHanus 601b0-
BOTO CMHIPOMY Y XBOPOILO 3 pEHTIE€HOJIOTi4HO
BUTOHYEHHAM Ta IOPYLIEHHAM LiTICHOCTI KOPTUKAJIb-
HOTO LIapy KiCTKM MiITBEP/XKY€E HAABHICTb MiKpoIle-
penoMy Ta moTpe6ye BiIIOBIZHOTO OPTOIEANYHOTO
nikyBaHHsA. J[Jo ocobnuBocreit nepebiry ®J] mosrux
KiCTOK HIDKHIX KiHIIIBOK CJlifi BifHecTV GopMyBaHHA
«IIacTM4HOI» BapycHoi gedopmarnii [IBCK 3a Tnunom
«manuui macryxa» (puc. 2). ta mabnenoni6Hoi gepop-
Manii kicTok rominkm (puc. 3), BUHMKHEHHS SAKUX
MO>Ke CYHPOBOKYBATHUCA MiHIMaTbHUM 60/IbOBUM
CUHJIPOMOM, 110 € IPUYMNHOIO Ii3HbOI JIaTHOCTUKM 1,
BiITIOBiZHO, TIKyBaHHA.

I[e(bopMaui'i KiCTOK TOMI/IKU, K 1 CTETHOBOI KiCTKH,
y xBopux Ha O] BUHMKAIN B pe3y/IbTaTi K IaTOIOTiY-
HIUX IePEeNIOMiB, TaK i TaK 3BaHUX «IIJIACTUYHUX» Je-
dbopmariit. OcranHiit Tun gedopmalriii [iarHOCTOBAHO

a b

Puc. 3. ®oToBIAOUTKM peHTreHorpam xeopozo b., 17 pokis, 3
noniocanbHoto popmoto P Ta «wabnenogibHoto» aedop-
MaLLi€l0 BE/IMKOTOMINIKOBOI KiCTKM Yy NpAMIi 3agHil (a) Ta B
60koBil (b) npoekuii

y 10 xBopux. [lo ocobnuBocTeii ix KIiHiYHOTO mepe-
6iry ciifi BiTHECTH IOCTYIOBUI I0YATOK, HASIBHICTD
HEe3HAYHOTo 60/IbOBOTO CMHAPOMY, SKIIT BUHMKAE Ie-
piogyHO rpy Gi3VMYHNX HaBaHTAKEHHAX KiHIIIBKY Ta
CaMOCTIITHO MMHAE Y CIIOKOI, a TAKOX BifICyTHICTb O-
CTOBipHMX O3HaK IIepeloMy Ha peHTTeHOTpaMax.

3’ACOBaHO, 10 «IJIACTUYHA» AedopMallis TaKoX
BJHIIKAJIA Y XBOPUX 3 YPa’KeHHAM KicTOK roMinku. Ta-
KoMy TuIy fedopMaliili 6ya npuTaMaHHa CXUIbHICTD
JI0 IIPOTpeCyBaHHsA 3a PaXyHOK 30i/IbIIeHHS [1aTOJIO-
riYHOTO OcepefKy IO NepefHbO-BHYTPIlIHBOMY KOH-
TYpy Aiadisy BeMKOroMiNKOBOI KiCTKM, 110 IIPU3BO-
Ao mo «mabnaenoni6bHoi» gedopmanii roMminkm 3a
TUIIOM aHTUKYpBawii (puc. 3).

Ba)x/imBuM Ta HOLIBHUM OY/10 HOCTiKEHHS KTi-
HiKO-peHTTeHO/MIOTiYHMX 0COONMMBOCTET 3a/IeKHO Bif
dbopmu 3aXBOPIOBAaHHS.

Haiti6inpury rpyny cnocrepesxeHHs CKIalu XBOpi 3
MoHooOcanbHO popmoro DJI - 70% (56 i3 80 xBopux).
XapakTepHNUM KIIiHiYHMM IPOSABOM Y XBOPUX 3 MOHO-
ocanbHOI0 (popMoI0 OYy/IM MAaTONOTiuHI IepenoMn —
39,3% (22 xBopux) Ta 60MbOBUIT CUHAPOM — 35,7%
(20 xBopux). [ledpopmarii KicTOK [jiarHOCTOBAHO Y
21,4% (12 xBopux). bescumnroMHnit nepebir 3axso-
proBaHHA BigmiueHo mumre y 3,6% (2 xBopux). Y HuX
He 6Y/10 )KOJHUX CY0 EKTUBHUX Ta 00’ €KTUBHUX fia-
HIX, a iiarH03 ®]I 6y/10 BCTAHOBJIEHO ITiC/IA PEHTTEHO-
JIOTi9HOTO 0OCTE>XEHHS 3 IPUBOAY TPaBMM KiHIiBKI.

CratucTuyHMII aHaNi3 KIiHIYHUX OIPOABiB MOHO-
ocanpHOI popmu OJ] BUABUB CTATUCTIYHO 3HAYYIY
3a7IEXKHICTh MDXK K/IiIHIYHMMM IPOSABaMU 3aXBOPIOBaH-
HA Ta CTAaTTIO i BikoM manienra (p<0,05). Tak,
3’sCOBaHO, 1[0 B 0Ci6 >KiHOYOI CTaTi MpU MOHOOCATb-
Hilt popmi O MakcuMyM KITiHIYHUX IPOSIBiB 3aXBO-
PIOBaHHA NpUIaZla€ Ha BiKOBUIT nepion 6-10 pokis
(6mmxue o 10), y maiieHTiB 40/10Biv0i cTaTi — Ha 5 po-
KiB misHiure (6mmkue o 15 pokis). Crabinizaris mpo-
1lecy 3a3BMYall HacTaBaja Iic/A CTaTeBOro JO3piBaH-
Hl, 1J0 MOSICHIOETHCA 3MiHOI0 TOPMOHAIBHOTO (OHY.

MonoocanbHiit ¢popmi 6yB npuTaMaHHNIT OCEpe-
KOBMII TUII Ypa>keHHA KiCTKU, L0 IPeLCTaBIeHO
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a)

Puc. 4. PeHTreHorpamu xgopoeo /., cnoct. Ne28 (icT. xB.
453716) 3 moHoocanbHo dopmoto Pl npoKCcMManbHOro
BigAiNy CTerHOBOI KiCTKM y NpAMIi 3a4Hin (a) Ta 6okosi# (b)
NPOEKLi, L0 NPeACTaBNEHO NATONOTIMHUMKU OCepenKamMm i3
pO3piaXKeHOo CTPYKTYPOIO Yy BUINAALI « MAaTOBOro CKAa» Ta
YITKUMW CKNEPOTUHHUMM KOHTYpamm

CTPYKTYPHMMM 3MiHaMM B KiCTLi Y BUIJIAZ1 OHOTO 91
IeKiNbKOX OCepefiKiB, MOEAHAHNX MiX COO0I0 Y BUTTISA-
Ii BiTAHOK PO3pPifKEHHA PEHTIE€HOIOTiYHOTO MaJIIOH -
KY y BUITIAJIL «MaTOBOTO CK/Ia» Pi3HUX PO3MipiB, Bifji-
JIEHVX Bifi «3OPOBOI» KiCTKM 4iTKOI CKIEPOTUYHOIO
Kaitmoro (puc. 4).

Ocepenxnu ®J] manu nepeBaxHo MeragizapHy un
miadisapHy nokanizaniro. Y KiTbKoX BUIIaJKax ypa-
JKEHHs BKJIIOYAJIO Ki/IbKa pi3HMX 32 GOPMOI0 OCeperi-
KiB, fIKi 361/IbITyBaIICA Ta HOERHYBAMNCA MiXK CO0010
nip gac pocry kictku. Crpykrypa ocepenkis @] 6yna
HEONHOPITHOIO Ta MaJIa Ii/IbHI OCTEOIfHI BK/IIOYEHHA.
KopTukanbumnii map KicTKM BUTOHUEHMUI, Ha JeAKNUX
minsiHKax nepepuBancs. [pu miadisapHiit mokamizanii
@]l KicTKOBO-MO3KOBUII KaHaJl BTPa4aB CBOI KOHTYPH,
3 4acoM KiCTKa piBHOMIipHO 36i/bIryBajacs B 00Cs3i.

[TomiocanpHa popma OJI, Ha BigMiHy Bix MOHOO-
casbHOI, KIiHiYHO nposaBanacay 9 (64,3%) xsopux
IaTOJIOTiYHMMM TepesioMaMu Ta y 5 (35,7%) XxBopux
601boBUM cCHAIpOMOM. BecTanoBneHo, 1o gedopmanii
KiCTOK HVDKHIX KiHIiBOK mpu 1iiit popmi O]I He 6ynn
XapaKTepHMM IIEepBMHHMM IIPOSBOM 3aXBOPIOBaHHA.
Bonu BUHMKaIM IOCTYIIOBO IIifi YaC POCTY AUTUHMU i
IiarHOCTyBaMMCA Y XBOPUX BXKe Ha eTallax JUCIaHCcep-
HOTO CIIOCTEpPEXEHHA.

[Toniocanpua popma Ol xapakrepusysnacs sudys-
HVIM TUIIOM ypa)keHHs 6aratbox KicTok ckeneTa. PeHT-
reHosoriuHe 306paxeHHs ocepenkiB O] Takox Mano
PO3pimKeHy CTPYKTYPY — Y BUITIALIL «MaTOBOTO CKJIa»,
IIPOTe OTOYYIoYa KiCTKOBA TKaHMHA Oy/Ia MEHII CKJIe-
po30BaHO0. BisyanbHO mepexif «3M0poBoi» KicTKOBOI
TKaHVHM B NTIaTOJIOTiYHY AVCIUVIACTUYHY Ha AeAKMX Hi-
JsIHKaxX He AudepeHIitoBascs (puc. 5).

Pospocranns gudysHux ocepekiB Ha peHTTeHO-
rpaMi NPOSIB/ISANIOCA Y BUIVIALL 361/IbIIeHHS 30HY PO3-
Pif>KeHH:, BUTOHYEHHA KOPTUKAIbHOTO IIaPY, 3AYTTSA
KicTKM, OsABU AUCTPOdiuHMX KicT. CaMe BUHMKHEHHS
30 yTTA KICTKM 3 IPOTPECUBHMM BUTOHYEHHAM KOPTH-

Puc. 5. PeHTreHorpama xsopozo B., cnocTepe)XeHHA
Ne11 (ict. xB. 372668) 3 noniocanbHowo popmoto P[] 3 ypa-
KEHHAM CTEFHOBMX KiCTOK Ta KiCTOK Ta3a 3 ix gedpopmaliieto
y NpAMIli 3a4Hi Npoeku;i

KaJIbHOTO IIapy KiCTKM MM BBa>Xaly PEHTTE€HOJIOTiY-
HOIO 03HAKOIO IPOTPECYBAHHA 3aXBOPIOBaHHs Ta 3pU-
BOM KOMIIEHCATOPHUX MOXX/IMBOCTEN OpPTaHi3My.

IIpoBenennit cTaTUCTUYHMII aHa/i3 BUABUB 3a7IeX-
HiCTb KIiHiYHUX npoasiB O]l npu moniocasbHOMY
ypa’KeHHi ckejeTa Bif cTari Ta Biky xBoporo. Tax, B
0ci6 >XiHOYOI cTaTi 0 5-piYHOrO BiKy K/IiHIYHUX ITPO-
ABiB 3aXBOpIOBaHHA He Oyio. Y manieHTiB 4omoBivoi
CTaTi IepBUHHI NIPOABY AiarHOCTYBaIN 3 3-pivHOrO
BiKy y BurLAzi nepenomis y 83% xBopux Ta 60150B0r0
cuHApoMy y 17% xBopux. JIuiie micis 5-piyHOTrO BiKy
@]l mposBnAnach y piBHUX CIiBBiIHOIIEHHAX ITaTOJO-
TiYHVMMIU TTepesioMaMy Ta 60/IbOBUM CUHAPOMOM B 0Ci6
060X cTareit.

Cunznpom Onbpaiira (Albright syndrome, AS) xminiy-
HO OyB IIpeicTaB/IeHNI TPiaZlol0 CUMIITOMIB, sIKa BKJIIO-
vasia noniocanbry popmy OJI (yparkeHHA 6ararbox Kic-
TOK CKeJIeTa, y TOMY YMCT KiCTOK JMIIeBOTO Yeperna),
rinepmirMeHTalilo MKipy 3a TUIIOM «KaBJ 3 MOTIOKOM»
Ta eHpjoKprHonarieto. Kiiniuni npossu cungpomy Onb-
paiiTa Oy HallBaXIMMI, X IiarHOCTOBAHO 3 PAHHBOTO
IVICTMHCTBA Y XBOPYX i BOHM Oy 110B’s13aHi 3 gedpopma-
LIisIMM KiCTOK CKeJIETa, Y TOMY YMCIIi IMLEBOTO Yepera,
IATOJIOTIYHVIMY IIepeIoMaMM Ta 60/IbOBMM CHHIPOMOM
Y KiCTKax pisHOI iIHTEeHCUBHOCTI.

Cunppom Onbpaiita 6y/10 IpefCcTaBIeHO MATONIO-
rivHuMy GibpopucIIacTUYHNMY 3MiHaM1 B 6araTbox
KiCTKax CKeJleTa, 3aJ103aX BHYTPIlIHbOI CeKpelii Ta
wkipi. ¥ 4 (40%) XBOpUX CIIOCTepiraBcs HEMOBHUI
cunppom OnbpaiiTa, 3a IKOro He 610 OLHOTO 3 KIIi-
HIYHMX NTPOsBIB (IIKipHi IPOSBM UM €H/JOKPMHOIIATIA).
Y paHoi kateropii xBopux ¢pi6po3HO-UCIIACTUYHI
3MiHM Y KiCTKaxX CKe/eTa 3aBX/y Oy IOMMpPEeHNMNI
i3 3a/Ty4Y€HHM [0 [1aTOIOTIYHOTO MPOLECY AK KiCTOK
KiHI[iBOK, XpeOTa, Ta3a, TaK i KICTOK TUI[eBOrO Yeperna,
dbopmyroun 3Ha4Hi fedopmaliii 3 BUpasHUM KOCMe-
TUYIHUM IePEeKTOM.

Jlo ocobmmBocTel KIiHIKO-peHTTeHOIOTiYHOTO TIepe-
6iry cunppomy Onbparita 6y/o BifHECEHO PaHHIO TIOABY
medopMarliit KicTOK 1i[eBOro Yepera (YacTiiie HYKHBOI
11[eIenn), 110 BifmideHo y 3 (75%) xBopux BikoM 5-8 po-
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Puc. 6. 3oBHiWHiN BUrnag xeopoeo C., 16 pokis, 1993 p. H.,
cnoct. Ne60 (icT. xB. 431369) 3i WKipHUMK NPOSBaMU CUHAPO-
My OnbpaiiTa: rinepnirmeHTaLin WKipy 38 TUMOM «KaBM 3 MO-
JIOKOM» Ha Tynyb6i, KiHUiBKax, 0611udi y BUriagi «reorpadiy-
HOT KapTn»

KiB (cepenHili Bik 6,3 poky). IIporpecuBHe 36inbieHHs
ocepepnkiB @]l 31 3pocTaHHAM Nalli€eHTa IPU3BOAWIO 10
¢dopMyBaHHA TUIIOBOI lepopMartii 06y, o omyca-
HO B JtiTepatypi sk facies fibrodysplastica. I'ineprirmen-
Talis MKipy 33 TUIIOM «KaBY 3 MOTIOKOM», SIK ITPOSIB XBO-
po6, 6yna BusBeHa y 100% XxBopux. 3 aHaMHe3Y KUTTS
3’5ICOBAHO, 1110 IMIrMeHTHI IIAMU 3 SIB/ISUIACS Bij| HApo-
JDKEHHS, TIOBI/IbHO 301/1bIIIyBa/ucs B po3Mipi 3i 3pocTaH-
HAM JUTVHU Ta He BUK/IUKA/IU HiIKUX CKapT, OKPiM KOC-
MeTHYHOTO fiedpekTy (puc. 6).

Hesixg’emHo10 ckafoBoo cunapomy Onbpaiita €
eHJIOKpMHOIIATis, sKa Oy/1a IpeAcTaBIeHa aTOJIOTie0
SK CTaTeBUX 337103, TaK i iHIINX eHIOKPUHHHUX 337103 Y
CiMOX ITaIli€HTIB.

CkesneTHi IposIBY Y XBOpuUX Ha cuHApoM Onbpaiita
CTOCYBAJIVCA NePEBaXKHO MIATONOTiYHUX IIEPeIOMiB Ta
medopmaniii KicTOK, ki 6y/10 BUABIEHO B piBHiil Mipi
y Malji€eHTiB )XiHOYOI CTaTi, Ha BiIMiHY Bifl Malli€HTIiB
YOJIOBiYOI CTATi, Y AKUX JaHUI CUHPOM IPOABIABCA
y 33% 60/1b0BUM CUHAPOMOM, Y 17% - fedopmaniamu
Tay 50% - nepenomamu. Crifi 3a3Ha4NTH, 1110 I1ATONIO-
rivni mepenomu npu cuppomi Onbparita y nanienris
JKiHOYOI CTaTi IlaTHOCTYBaY, K i Ipy NOMTi0CaIbHIN
¢dopmi O], muute 3 5-piuxoro Biky. CTymiHb BupasHoC-
Ti ckeneTHUX npossiB O] npu curgpomi Onbparita
OyB HaiiBax4uM, fedpopmalii JOBIux KicTok 6ynmu
BaXXKMMM, 6araTOI/IOIMHHUMY, BiiMidYeHO 3HaUHe
nopyieHHs QyHKIIT XoxbOm.

OcHoBHMMMU OpTOneANYHNMY nposaBaMy npu OfI
Oynu marosnorivni nepeomu ta gedpopmanii KicTok,
AK1 MOT/IX IPOABIATUACA K IEPBUHHUN IIPOAB 3aXBO-
PIOBaHHS, TaK i CYIPOBOJKYBaT! XBOPOTO IPOTATOM
YCbOTO XXUTTSL.

71,74%

M Wwuiika

M BCA NPOKCMMAbHA YacTMHa
Mi>KBEPTNIOroBa AiNAHKa M niggepTNOrosa AinAHKa

B WKIiKa + Mi’KBEPT/IOroBa AiNsHKa

Puc. 7. Po3nogin 3a KinbKicTio natonoriyHmnx nepenomis NBCK
npu ®/[] 3aneKHO BiA pPiBHA yparKeHHsA

Y HamoMmy crocTepe)keHHi IIaTo/IorivHi eperoMu
IOBIMX KiCTOK HIDKHIX KiHIIiBOK BMHMK/IN Y 47 (58,8%)
XBOpMX. 3araabHa Ki/IbKiCTb IIepeoMiB y IIUX XBO-
pux — 83; 3 JIoKai3alli€ro y CTerHoBil KicTii — y 60
(72,3%) Bumagxax, y KicTkax rominku -y 23 (27,3%).

3a nokarisalli€lo y BCiX BIKOBUX IpyTax epeBaka-
71V TIaTOJIOTiYHI IepeToMy IIPOKCUMaIbHOTO Bifginy
crerHosoi kictku (IIBCK), mjo Bigmiueno y 76,7% Bu-
najKis (46 nepenoMis y 29 XBOPUX).

BcranoBeHO, 0 MaKcUMaIbHa KiZIbKiCTh IaTONO-
rivaux nepenomis [IBCK (45,6%) Bigmosigana Biko-
BOMY IIPOMDXKY Bif 9 o 14 pokis, mo 36iraeTbcs 3
I1epiofjoM iHTEHCMBHOTO POCTY CKeJIeTa IIifi 9ac cTaTe-
BOTO I03piBaHHA Ta 30inblIeHHAM (Hi3MYHOI aKTUB-
HOCTI fIiTet.

AHarni3 peHTTeHOTrpaM XBOPUX 3 TATOTOTIYHUMU
IepesoMaMy BKa3y€ Ha pisHOMaHITHICTb BapiaHTiB
ypaxenus Ol [IBCK, octanHi 6ynn cucreMaTnso-
BaHi 3a knacudikamnierw Guille (1998). Koncrarosa-
HO HaM6inbuIy KiTbKicTh IATOMOTiYHUX IepeToMiB
npu ToranbHoMy ypaxenHi IIBCK (71,7%) (puc. 7).

3’scoBaHO, O 3 YCiX XBOPUX 3 IepeoMaMu
[IBCK nuire npu MoHOOcanbHiit popmi 3axBopio-
BaHHA 3yCTpivannucsA pisHOMAaHITHI TUIIM Ypa>keHH,
IO JOCTOBipHO Bifipi3HAI0O MOHOOCAIBHY popMy
Bifg inmmnx popm ®fI (p<0,05). XBopum 3 momiocanb-
Holo popmoro D] Ta cungpomom Onbpaiita 6yB
IpUTaMaHHMIT ToTanbHMUI Tun ypaxenua [IBCK
(1 Tvm). Cepen XBOPUX 3 MOHOOCA/IBHOIO Ta HOJIiO-
caTbHOKI GPOPMOIO 3aXBOPIOBAHHA CTATUCTUYHO 3HA-
9y1101 pisHMUII MiX IaliieHTaMu XKiHO40I Ta YO/IOBi-
yoi cTaTi 3a KinbkicTio nepenomiB IIBCK He
BUABIIEHO (Tabi. 2).
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Tabmmnsa 2

Posmopin XxBopux 3a KinbKicTio maronoriyaux neperomis IIBCK 3anesxHo Bix Gopmu 3aXBOpIOBAaHHSI TA CTaTi

Kinbkictb xBopux 3 nepenomamu NBCK KinbKictb xBopux 6e3 nepenomis NMBCK
dopma d[
Y K Pasom Y K Pasom
MoHoocanbHa 11 10 21 9 8 17
MoniocanbHa 7 9 16 3 3 6
CuHgpomOnbpaiita 9 0 9 2 5 7
Pasom 27 19 46 14 16 30

ITpu cunppomi Onbpaiita marosorivni nepemomu
IIBCK BigmideHo y 9 XBOpUX, IPUYOMY yCi BOHM CIIO-
cTepiranucs B oci6 yonosivoi crari (100%). [TepeBax-
Ha KinbKicTb nepenomis (88,9%) Bignmosigana 1-my
TUITY ypaykeHHA (ToTanbHuii tim) i mume 11,1% — 3-my
TUITy ypaKeHH: (LIMiTKa CTerHOBOI KiCTKM 3 MDKBepT-
JIIOTOBOIO TI/IAHKOIO).

IMoBropui nepenomu [IBCK Buanxmm y 11 (19%) i3
58 xBopux, npuiaomy y 9 (81,8%) xpopux 6ymm 3 1-m
tunom ypaxenss [IBCK i niume y nBox xBopux - 3
3-M Ta 5-M TUNOM. JJOCTOBipHOI pisHMILi 3a KiZIbKiCTIO
IOBTOPHUX IIEPE/IOMIB Y XBOPUX 3 pisHUMU popMaMu
3aXBOPIOBaHH:A (MOHOOCA/NbHA — 4; moiocanbHa — 5;
cungpom Onbpaiita — 2) He 6y710 (p>0,05).

Crip 3a3HaunTy, mo y 2 (18,1%) i3 11 xBopux mo-
BropHuit nepenom [IBCK Big6yBcs BIpomoBx mep-
IIOTO POKY; y 5 (45,5%) xBopux — Bif 1 10 2 pokiB; y
4 (36,4%) xBOpUX — yepe3 3-7 pOKiB, 110 BKa3ye Ha
HeOoOXiHICTh TPUBAIOTO AMCIIAHCEPHOTO CIIOCTEpPe-
JKeHHs Ta IPOBeJeHHs P03’ ACHIOBATIbHOI po6OTH 3
6aTbKaMl XBOPOTO IJOJ0 MOXK/IMBUX YCK/IaJHEHb.

o cTocyeThcA NaTOMOriYHMX IEPENOMiB KiCTOK
rominku npu @I, To BOHU criocTepirannucs aulle y
23 (28%) xBopux. Y CTPYKTYpi IlepenoMiB KiCTOK ro-
MITKM IepeBakanu nepenomu 3 giagizapHolo 10Ka-
nisaniero — 18 (78,3%) xBOpUX.

TakuMm 4MHOM, IpOBeJeHe HAMU JOC/IiI>KeHHS
0COOIMBOCTEN KIIHIYHOTO Ta pEHTT€HOTIOTiYHOTO
nepe6iry ®JI 103BoJIsI€ TOKPAIUTY [JiIaTHOCTUKY 3a-
XBOPIOBAHHS, 00EKTMBHO OLiHUTY OPTOIEeUYHMNIA
CTAaTYC MallieHTa Ta CTBOPIOE PYHIAMEHT IS YAO-
CKOHaJIeHH: CUCTEMM XipypTiYHOTO Ta KOHCEpBAaTVB-
HOTO JIiKyBaHHs JAaHOI KaTeropii mani€eHTis.

BucHoBknu

1. Cepep K/IiHIKO-OpTONEMYHKX NIPOABIB y Mai-
€HTiB i3 O] XapakTepHUMM Ta HalOiTbII BaXKTUBU-
MM € ITaTOJIOTi4Hi ITepe/IoMM JOBTMX KiCTOK Ta iX Je-
dbopmania; cTynmiHb BUPa3sHOCTI OUX HNpoABiB
3a/IeXXUTD Bijy GopMu 3aXBOPIOBaHHA, BiKy Ta cTaTi
naiieHTa.

2. 3a ;aHMMU KJTiHiKO-PeHTTe€HOMOri4YHOTO JOCTi-
IPKE€HHS BCTAaHOBJIEHA YaCTOTA ITaTONOTiYHMX IIepe-

JIOMiB JTOBI'MX KiCTOK HM>KHiX KiHIIiBOK 3aJI€)KHO Biff
nokanisaii, opMy 3aXBOPIOBAHHS Ta CTATI y Malji-
eHTiB i3 ®JI: cTerHoBOI KicTkU — 72,3% (HIpoOKCcuU-
MaJIbHUI Bigmin — 76,7%); KicTok roMinku — 27,3%
(miadisapua wactuna — 78,3%); 3’1COBaHO, 1[0 IPU
MoHoocajbHil popmi Pl kinpkicTh nepenoMis Oya
mocToBipHO 6inbIo0 (49,4%), HiX IpM TOTiOCAND-
Hiit dopwmi (30,1%, p<0,05) Ta curppomi Onbparita
(20,5%, p<0,5); B 0ci6 4010OBi4Oi cTAaTi 3 MOHOOCATIb-
HoIo popmoro Ta cuugpomMom Onbpaitta KibKicTh
nepenoMiB 6yna goctoBipHo 6inburon (p<0,05), Hix
B 0Ci6 XiHOYOI.

3. HocmimxeHHS 0cO6MMBOCTEI KTiHiKO-peHTre-
HonoriyHoro nepe6biry @I mo3Bonsie HOKpaLUTU
IiarHOCTMKY 3aXBOPIOBaHH:A Ta CTBOPIOE MiAIPyHTA
IJIs1 yIOCKOHAIeHHS CUCTeMI OPTONEeANYHOTO JIiKy-
BaHHA JJaHOI KaTeropii malieHTis.

Aemopu 3as671510Mb NPo 6i0CYMHICMb KOHPIKMY
iHmepecis.
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