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Mera: yIOCKOHa/INTY iaTHOCTUKY pisHuX popM ibposnoi aucnnasii (PII) mrraxom BUBYEHHS 0COOMMBOC-
Teil K/IiHIYHOTO Ta peHTI€HOJIOTiYHOTO Iepebiry 3aexxHo Bif GopMu 3aXBOpIOBaHHS, BiKy Ta CTaTi HallieHTa.

Marepianu i MmeTopgu. JJocnmikeHHA BUKOHAHO HAa OCHOBI aHaJIi3y pe3y/IbTaTiB 00CTEeXXeHHA Ta TKyBaHHA
80 xBopux Ha pi3Hi popmu D], mo nepedysanu B 1Y «IHcTUTyT TpaBMarosorii ta opronenii HAMH Ykpaiun»
32000 o 2019 pp. [liarH03 BCTAaHOB/IIOBABCS Ha Ii[ICTaBi BUBYEHHS 0COOIMBOCTell aHAMHe3y 3aXBOPIOBaHHS,
JI0T0 KJIiHIYHOTO Iepebiry Ta JaHUX PeHTTeHOIOTIYHOTO 00CTeXXEeHH. 3 MOHOOCATIBHOIO OPMOIO 3aXBOPIOBAH-
H: 0y710 56 TaLlieHTiB, 3 OMiocanbHOW — 14, i3 curgpomom Onbpaiita — 10. KiiHiko-peHTreHOMOriYHMI METOR
JOCTI/PKEHHS 3aCTOCOBAHMII [/I1 YTOYHEHH JAiarHO3y 3aXBOPIOBAHHA Ta JOCTII>KEHHA 0COO/MMBOCTeI Iepe-
6iry 3axBoproBaHHsA. PeHTreHo/moriuHe BoCiKeHHA nposeeHo Ha amapari Multix UP y Biggini ¢pyHkuionans-
Hoi giarHoctuku 1Y «ITO HAMHY» 3a cTaHZapTHOIO METOAMKOIO B IPMIil 3aHiil Ta 60KOBIiT IPOEKIifX i3
3aXOIUICHHAM CYMDKHMX Ccyrn1o6iB. OIiHIOBa/INCs TOKaIi3alis, 00CAT ypakeHHs Ta CTaH KOPTUKATBLHOTO LIapy
IIpY Ypa>KeHHi IMaTONIOTiYHUM JUCIUIACTUYHUM IIPOLECOM NOBIMX KiCTOK HM>KHIX KiHIIiBOK.

PesynpraTi. YTOYHEHO KIiHiKO-pEHTI€HONIOTiYHi 03HaKM, 1[0 BUABMAITLCA Ipu pisHux popmax PJI Ta
BCTAHOBJIEHO, L]0 ITATOJIOTIYHI TePeIOMU JJOBIMX KiCTOK Ta iX fedopmariis 3anexxathb Bif GopMu 3axXBOpIo-
BaHHA, BiKYy Ta CTaTi namieHTa. JJocmifpKeHo 4acTOTy IaTOIOTiYHMX [TepEIOMiB JOBIMX KiCTOK HVM)KHIX KiHITi-
BOK 3aJIXKHO BiJf ToKasi3alyii, popMu 3aXBOpIOBaHHA Ta CTaTi y manieHTiB i3 pisHumu popmamu OJI: crerno-
BOI KicTKU — 72,3% (mpoKkcuManbHuU Bigfain — 76,7%); kicTok rominku — 27,3% (miadisapua yactuna — 78,3%).
3’AcoBaHo, 10 Ipu MOHOOCanbHiN popmi O] KinbKicTh Hepenomis 6yna focToBipHo 6inburoro (49,4%), Hix
npu nomocanpHin gopmi (30,1%, p<0,05) ta cunppomi Onbpaiita (20,5%, p<0,5). B oci6 qonosivoi crari 3
MOHOOCa/IbHOIO (opMoIo Ta cuHApoMoM OnbpaiiTa KinbkicTb mepenoMis 6yna gocToBipHo 6inbiroo (p<0,05),
HIX B 0¢i6 >XiHOYOI.

BucHoBku. Bussieni 0co6mmuBocTi nmepe6iry KiHiKo-peHTIeHONOTiYHNX IPOSBIB Y MALli€HTIB 3 pisHUMU
dopmamu Q]I 3anexxHo Bif popmy 3aXBOPIOBAaHHS, BiKy Ta CTaTi MaljieHTa JO3BO/IATh 3MEHIINTH Ta YCYHYTH
IiarHOCTMYHI IIOMUJIKM Ta € MiATPYHTAM IS yIOCKOHATIEHHA CUCTEMM OPTOIEAVYHOrO iKyBaHHA JaHOI HO30-
7oril.

Hocmi>KxeHHA BUKOHaHI BifiloBifHO g0 npuHnuimis [enbcincpkoi exnapanii. IIpoTokon focmikeHHA yXBa-
neHnit JIOKkaIbHUM eTUYHMM KOMiTeTOM ycTaHoBI. Ha mpoBeeHHs JOCTiIXeHb 6y/I0 OTpMMaHO MoiHPOpMO-
BaHy 3TOAy 6aTbKiB fiTeil (a00 IXHIX OIiKyHiB).

ABTOpU 3a5B/ISIOTH TIPO BiZICY THICTb KOHDIIIKTY iHTEpeciB.

Kntouosi cnosa: bibpo3Ha mucmiasis, maTomoTivHi epenomMu KicTok, fedopMariis KicTOK, TiarHOCTHKA, KITi-
HiYHi IPOABYU, PEHTT€HO/IOTiYHI CMMITOMMN.
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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.l. 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.

0Oco6eHHOCTU KNIMHUKO-PEHTIEHONOIMYECKOTo TeYeHUA pasinuHbiX popm ¢pubposHoi aucnaasmm
H0.M. T'yk, A.M. 3uma, H.O. HaymeHko, T.A. Kunua-lMonuwyk, A.l. Yesepda, O.10. Ckypamos, M.®. Cueak

Y «MHcTMTYT TpaBmatonormum n optoneamn HAMH YkpauHbi», 1. Knes

Llenb: ycoBepLEHCTBOBATb AMArHOCTUKY Pa3nyHbiXx popm GpubposHoit aucnnasum (OL) nytem nsyyeHns ocobeHHOCTEN KAMHUYECKOTO M
PEHTTEHOI0MMYECKOTO TeYEHUA B 3aBUCMMOCTH OT GopMbl 3ab601eBaHMA, BO3PACTa 1 No/a NaLyeHTa.

Marepuanbl u meToapl. MiccnenoBaHme BbINOJHEHO HA OCHOBE aHaAW3a pe3ynbTaToB 06cnef0BaHMA U nedeHna 80 601bHbIX PasnyHbIMK dopmamu [,
KoTopble Haxoauauch B Y «HCTUTYT TpaBmatonormumn n optoneamn HAMH Ykpauntbi» ¢ 2000 no 2019 rr. InarHo3 ycTaHaBAMBaAACA HA OCHOBAHUM U3y4eHUA
0CcobeHHOCTEN aHamHe3a 3ab0/1eBaHNA, Er0 KIMHUYECKOTO TEYEHNA U AaHHbIX PEHTIEHON0rMYEecKoro obcnenoBaHus. C MOHooCanbHOM dopmoi
3aboneBaHus 6b110 56 NALMEHTOB, C NOANOCANbHOM — 14, ¢ cuHapomom Onbpaiita — 10. KAMHUKO-PEHTIEHONOMMYECKUIA METOA UCCNe0BAHUA MPUMEHANCA
L9 YTOYHEHWA AnarHo3a 3aboneBaHuA v ccnesoBaHna 0cobeHHOCTel TeveHus 3aboneBaHuA. PeHTreHonorMyeckoe nccaesoBaHne NPoBeAeHo Ha annapate
Multix UP B otgene ¢pyHKUmoHanbHOM auarHoctvkm Y «MTO HAMHY» no cTaHAapTHOM METOAMKeE B NPAMOW 3aZiHel M GOKOBOM NPOEKLMAX C 3aXBaTOM
CMEXHbIX CyCcTaBoB. OLLEHMBANUC IOKANM3ALMA, OOBEM NOPAKEHUA U COCTOAHME KOPTUKAbHOTO C0A NPU NMOPAKEHUM NATONOMMUYECKUM AMUCTNACTUYECKUM
NPOLLECCOM J/IMHHbIX KOCTEM HUMHWX KOHEYHOCTEN.

Pe3ynbratbl. YTOYHEHbI KIMHUKO-PEHTIEHONOTMYECKUE MPU3HAKM, BbIABASAEMbIE NPU Pas3IniHbIX dopmax PLL, 1 ycTaHOBAEHO, YTO NATONOTMYECKME NEPENIOMbI
LUIMHHBIX KOCTeW 1 X fedopmaLima 3aBUCAT OT popMbl 3a601eBaHNA, BO3pacTa M NoNa NauyeHTa. MccnesoBaHa YactoTa NaToNorMyeckmx nepenomos A/IMHHbIX
KOCTeW HUXHUX KOHEYHOCTEN B 3aBUCMMOCTY OT JI0Kanu3aLmu, Gopmbl 3a601eBaHKA M NONA Y NALMEHTOB € pa3nnyHbIMK dopmamu PLl: bespeHHOMN KocTh —
72,3% (NpoKcUManbHbIi oTaen — 76,7%); kocTew ronenn — 27,3% (amadusapHas yactb — 78,3%). BbisicHeHO, 4TO Npu MOHOOCaNbHUI dopme D/I KonnyecTBo
nepesomMoB 6bin10 AocToBePHO Bonblwmnm (49,4%), 4em npu noamocansbHoi dopme (30,1%, p<0,05) u cuHapome Onbpaitta (20,5%, p<0,5). Y nuL, MyKcKoro
nona c MOHOOCaNbHON GOPMONA 1 cuHapomom Onbpaiita KoAMYECTBO NepenomoB bbiio gocToBepHo bonblue (p<0,05), Yem y INLL JKeHCKOTO.

BbiBOAbI. BbisiBNIeHHbIE 0COOEHHOCTU TEUEHUA KNMHUKO-PEHTIEHONOTMYECKMUX NPOABAEHUIA Y NALMEHTOB C Pa3nnyHbIMU dopmamu ®L1 B 3aBUCMMOCTM OT
dopmbl 3aboneBaHMA, Bo3pacTa M Noaa NaLmUeHTa NO3BONAT YMEHbWMUTb U YCTPAHUTb AUArHOCTUYECKME OWNOKM M ABNAIOTCA OCHOBAHUEM ANA
YCOBEPLUEHCTBOBAHMSA CUCTEMbI OPTONEANYECKOTO IEYEHNA AAHHON HO30/10TUN.

MccnesoBaHWA BbINOSHEHbI B COOTBETCTBMM C NPUHLMNAMM XeNbCUHKCKOM [leknapaumu. MpoTokon uccnepoBaHnsa ofo6peH JIoKanbHbIM 3TUYECKUM
KOMWTETOM yupexaeHus. Ha npoBeaeHWe UCCNeA0BaHNi Bbl10 Nosy4YeHO MHGOPMUPOBAHHOE COTNacUe POAUTENEN feTel (MU UX ONEKYHOB).

ABTOpbI 3a9BNAIOT 06 OTCYTCTBUM KOHPIMKTA MHTEPECOB.

Kniouesole cnosa: ¢M6p03HaH Auncnnasna, natosiorM4yeckne nepenomol KOCTeVI, p,ed)opMau,Mﬂ KOCTelZ, ANArHOCTUKA, KTIMHUYECKNEe npoABneHuna,
peHTreHonorn4yeckne CMMNTOMbl.

Beryn

[TaTomoris OMOPHO-PYXOBOTO AlAPaTy € HEBi €M-
HOIO CK/Ia[J0BOIO K/IiHiYHOI KapTVHY HalieHTiB i3 ¢i-
6posnow aucmnasiero (OII), mae BpomkeHuit i HaOy-
TUM XapaKTep, Pi3HMUIT CTyHiHb BUPa>XKeHHHA Ta
NPU3BOJUTD O MOPYIIEHHA MOXINBOCTI IO CaMoO-
CTiITHOTO IepecyBaHHsA ab0 JIOro IOBHOI BTpaTH, iH-
BasigM3allii mamieHTiB Ta iX colliabHOI Ie3ajarnTalrii
[1-4].

OproneanyHa HayKoBa CHiJIbHOTA AOCATIA 3HAY-
HUX yCIIXiB y BOCIi/I)KEHH] eTiosorii, maToreHesy Ta
po3pobui MeropiB xipypriunoro nikyBanusa O [5-
14]. IIpoTe 0co6MMBOCTAM KIiHIYHOTO nepebiry 3a-
XBOPIOBAHHS Ta PEHTI€HO/IOTIYHUM O3HAaKaM IPUTi-
NAETHbCA HEJOCTAaTHbO YBarM y liTepaTypi, 110, Ha
Halll IIOT/IAAM, BIVIMBAE HA Ki/IbKiCTh IiaTHOCTUYHUX
OMIIOK Ta Bepudikauiio piarnosy «P/I» 3 Bigmosiz-
HUM aJIeKBaTHUM BUPillleHHAM MOJaNbIIO] TAKTUKNI
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NMiKyBaHHA. 3a JaHUMM J1iTepaTypH, Py IePBUHHOMY
BCTaHOBJIEHHI fiarHo03y @]l KilbKicTh JiaTHOCTUIHUX
IIOMUJIOK CTAaHOBUTD 70 48% [14].

Hiarnoctuka O]l y fgiTeit, He3BaXkal4y Ha MNPO-
KIJI CIIEKTP [AiarHOCTUYHOTO 0O/MaHAHHS, 3a/IMIIa-
€TbCS MOCUTD CKMagHomw. Leit q)aKT MO>KHa MOSICHUTU
[OMipHMMM KTiHIYHUMY IPOsIBAMM, BapiabenpHiCTIO
Ta MiHIMBICTIO PEHTTE€HOJIOTIYHOI KapTUHU 3aXBOPIO-
BaHHS, 1[0 BUHUKAE 31 3pOCTAHHAM CKeJleTa JUTHHMU.

Ha namry nymKy, sSHa9HMII BilCOTOK JiarHOCTUYHUX
IIOMWJIOK BKa3ye Ha HeoOXi/JHiCTb y3arajbHeHHS Bifo-
MMX KJIiHIKO-PEHTI€HOIOTIYHX JAaHUX Ta BUCBIT/IEH-
Hs ocobnmuBocTeit nepebiry Of1 y aiteit 3amexxHo Bif it
¢dopm, a cucTeMaTu3sanis opronefnyHoOl MATONOTII €
BKpail B)XJIMBOIO Ta 00yMOBJIeHa HOTPebOI0 y CTBO-
peHHi GyHIaMeHTY I[0J0 PO3POOKM CHCTEMNU OPTOIIe-
OUYHOTO Ta MEJVKAMEHTO3HOTO JIIKyBaHHA [JaHOI Ka-
Teropii mami€eHTis.

Mera: ynockoHanutu giarHoctuxky @] mirsaxom
BUBYEHHS Ta JOCTIKEHHA 0COOMMBOCTEN KIIHIYHO-
TO i peHTIeHOIOTiYHOTO Iepebiry 3asesxHo Bif Gpop-
MM 3aXBOPIOBAHHA, BiKy Ta CTaTi IaljieHTa.

Marepian i MeTOgM JOCTii)KEeHHA

HocnipKeHHA BUKOHAaHO Ha OCHOBI aHaJIi3y pe3yiib-
TaTiB 0OCTEXXEHHS Ta nikyBaHHA 80 manienTis 3 O],
mo nepebysamu B 1Y «IHcTUTYyT TpaBMaTosorii T2 Op-
tonenii HAMH VYxpainm» (M. Kuis) 3 2000 o 2019 pp.
Bix xBopux craHoBMB Bix 11 micsauis o 30 pokis (ma-
LIiEHTIB 40/I0BiYOi cTaTi — 43, >)XiH0o4oi — 37).

IliarHO3 BCTAaHOBJIIOBABCSA Ha IIigCTaBi BUBUYEHHS
0co6MMBOCTeI aHaMHe3Y 3aXBOPIOBAaHHS, J10T0 K/TiHid-
HOTO Ilepebiry Ta peHTTeHOIOTiYHOTO MEeTORY HOCIi-
IDKeHH:. Yci xBopi 6y kacudikoBaHi 3a popmamu
ypa’KeHHA: MOHOOCAJIbHA, MOIiocanbHa, CMHPOM
On6paiita. Posnopin xsopux 3a popmoro 3axBOpIoBaH-
Hs OYB HACTYIIHMM: MOHOOCaIbHa popma — 56, moi-
ocanbHa popma - 14, curapom Onbparita — 10. Penrt-
TeHOJIOTIYHUI MEeTO/ OCTiA>)KeHH 3aCTOCOBAHMI JIJIs
YTOUYHEHHS [IiaTHO3Y 3aXBOPIOBAHHA Ta JOCTiKeHHA
CTPYKTYPHOIO CTaHY KiCTKOBOI TKAaHMHM Yy MAIi€HTIB
i3 pisanmu popmamn OJI. PenTreHonoriute gocmi-
IKeHHs NpoBefieHo Ha anapari Multix UP y Bigpmini
¢dyukuionanbuoi giarnoctuku 1Y «ITO HAMHY» 3a
CTAaHJAPTHOIO METOJVIKOIO B IIPAMINI 3a/IHiN Ta 60KOBIII
IPOEKIIifAX i3 3aXOI/IEHHAM CYyMDKHMX cyrno6is. Ori-
HIOBAJIVICS JTOKaTi3alis, 00CAT ypaskeHH: Ta CTaH KOp-
TUKa/JIbHOTO APy IPY YPa’KeHHI aTONMOTiYHUM JIVC-
IJIACTUYHUM IPOLECOM JOBIUX KiCTOK HIIKHIX
KiHIIiBOK.

HocnifkeHHs BUKOHAHI BiTIOBiAHO JO IPUMHLINIIIB
Ienbcincpkoi Jexnapanii. IIporokon gocmifxeHHs

yxBasieHunit JIoKa/IbHMM eTUYHIM KOMITEeTOM YCTaHOBIL.
Ha npoBenenHs focmimkeHb 6y/10 oTpuMaHo noigop-
MOBaHY 3rofy 6aTbKiB giteit (a60 ixHiX omikyHiB).

Pe3ynbraT ociimKkeHb T2 iX 00TOBOpEHHS
3aranpaumu pucamu OJI 6ynu 6inb y KicTKax, ge-
dbopmariis Ta HaToIOTiYHI IIEpPETOMM KiCTOK.

OCHOBHMMM CKapraMm B YCiX MallieHTiB Ipu nep-
BUHHOMY 3BepHEHHI 70 /ikaps Oynu: 601bOBuUIt CUH-
OPOM, HaKy/IbI'yBaHHS, IATOJOTiYHMUII IIEPEIOM Ta
nedopmariis, AKi MOXYTb OyTH CaMOCTIITHMMU 4N HO-
€JHYBATVCSI Of{MH 3 OHUM; Oi/b y KiCTKax Ta M’s13ax y
CIIOKOI Ta ITiC/Isl HaBaHTa)KeHHsI; pisHOMaHiTHI fedop-
Mallii yepera, Tyny6a Ta KiHIIiBOK; HaOpsK M SKUX TKa-
HVH Y SiIAHI ypa)KeHUX KiCTOK. Y IeAKNX BUIIafIKaxX
Oy/M cKapry, 10 BKa3yBa/lIy Ha HasABHICTb MaTOJMOriI
BHYTPIIIHIX OpraHiB (OpYLIEHHS 30Dy, AAyXa, 61/1b 32
TPYAHMHOIO, TIedis, 60/ B AIIAHLI BHYTpilIHIX opra-
HiB YepeBHOI NOpOXXHMHM). 3i C/1iB 6aTbKIB Ta MaIlieH-
TiB, XapaKTE€PHVM BiKOM /ISl [IOYATKY 3aXBOPIOBAHH A
0yB BiK Bif 3 10 10 pokiB, Komu 3’ ABIANNCS BULIECHA-
BeJleHi CKapry Ta KOHCTAaTyBacs fedopMaliil JOBIUX
KiCTOK HVDKHIX KiHIIIBOK Ta iX ITaTOJIOTIYHI IIepeTOMMU.

BcTaHOBIEHO, 11O 3aTa/IbHUMMI pUCaMM CKeIeTHOI
HaTosorii y nanieHTis 6y/1o ypaxkeHHs CTeTHOBOI KicT-
KM, KICTOK TOMIJIKM, Yepera, Tasy, pe6ep, TIJTIEY0BOI KiCT-
KU, KICTOK Iepe/jIUIiyys, IonepeKoBOoro Bigainy xpeora,
K/IIOUML i IuTHOTO BigAiny xpe6Ta. YparkeHHs MOITIO
OyTV OFHOCTOPOHHIM a0, pifillle, [BOCTOPOHHIM.

[TepBuHHUIT 601bOBUI cHHAPOM OYB y 33,8%
(27 oci6) xBopux Ha ®]] Ta XapaKTepu3yBaBCs PisHUM
CTyIIEHEM iHT€HCUBHOCTI, MaB TEHJEHIII0 10 IIOCH-
NeHH: 1py (i3NYHOMY HaBaHTa)XKeHHi, 36iraBcs 3 j10-
Kasisaniero naronorivnoro ocepenky ®JI, mpore 3a-
BX/iM OyB BificyTHill BHOYI. BuHMKHeHHS 60/1bOBOTO
CUHJIPOMY, K IIPaBUJIO, 30iraocs 3 mporpecyBaHHAM
(361/1bIIEHHAM) ITATOTIOTIYHOTO OCEPENKY a00 3 BUHMK-
HEHHSM IIaTOJIOTiYHOTO IepesioMy (MiKporepenomy).
BescumnrToMHMIT Tepebir 3aXBOPIOBAHHSI CIIOCTEPiraB-
cs e y 2,5% (2 manieHTn) XBOpMUX 3 MOHOOCA/IbHOIO
¢$bopMOI0 3aXBOPIOBAHHA.

IIpu sHAYHMX [iNAHKAX ypakeHHA Yy XBOPUX 3 IIO-
niocanbHOI0 pOpPMOIO ypaskeHH: BigMidaBcs BUpas-
HUI 60/IbOBUII CUHJPOM, y HAI[iEHTIB 3 MOHOOCATb-
HOI0 GOPMOIO 3aXBOPIOBAHHS — HeBUPa3HMil 6isb y
3HAYHO MeHIIIii KinbKocTi BumakiB. [IpoTe came 60-
JIBOBUI CMHAIPOM Y 6i/1bIIOCTI BUIIA/IKiB MOHOOCATb-
Hol popmu PJ] crioHykaB narienTta abo 11oro 6aTbkis
3BEPHYTUCA IO OPTOIIefia Ta BUABUTH JaHY IATOIOTIIO.

ITaTonorivyni mepenoMm KiCTOK KOHCTAaTOBAHO
y 35 (43,7%) xBopux. [IpnunHO0 iX BUHUKHEHHA 0Y/10
3aMillleHHs KICTKOBOI TKaHMHY «Hea/leKBaTHO0» (i-
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Ta6muns 1

Kniniuni nposiBu O] y XBOpUX 3a/1€)XKHO Bifi popMu yparkeHH:
Knitiuwi npossn &1 n % MoHoocanbHa popma ¢l | MoniocanbHa popma ®f} | CuHgpom Onbpaiita

abc. |% abc. % abc. %

BonboBuiA cUHAPOM 27 33,8 |20 35,7 5 35,7 2 20
MNaTonoriyHM nepenom 35 43,7 |22 39,3 9 64,3 4 40
Jedopmauin 16 20 12 21,4 - - 4 40
BescumnToMHMI nepebir 2 2,5 |2 3,6 - - - -
Pazom 80 100 |56 100 14 100 10 100

OpO3HOI0 TKAaHUHOIO, BUTOHYEHHS KOPTUKAbHOTO
1Iapy KiCTKY, BUHMKHEHH: fedopMallii Ta mepeBaHTa-
JKEHHA BiZIIOBIJHMX NiIAHOK IOBIMX KiCTOK B yMOBaX
ix 6araTorIomMHHMX Aedopmaliiit.

Hedopmariii foBrux KicTOK HM>KHIX KiHI[iBOK CIIO-
crepiramucsay 16 (20%) xBopux Ha @]I, mepeBa>xHO 3
MOHOOCa/bHOK GopMoIo Ta cuHApoMoM Onbpaiira.
Y crpykTypi gedopmaniit nepepakann ypakeHHs
IIPOKCUMAJIbHOTO Bififiily cTerHOBOI KicTKu, fiadisy
BEMKOTOMINKOBOI KiCTKM Ta KiCTOK JTMI[€BOT0 Yepera.
BicboBi medopmanii KicTOK BUHMKA/IN AK HACTiZOK
IIEpEHEeCEHO0l TPaBMM Ta KOHCOJIiJOBAHOTO 31 3MillleH-
HAM IaTOJIOTiYHOTO IIEePENIOMY, UM MHOKMHHUX MiKPO-
[epesIoMiB, pe3ynIbTaToM AKUX 6yn0 popmyBaHHs
«uTacT4Hoi gedopmaii».

[Hmmit Tnn gedopmanii BUHMKAB y KiCTKaX NTUIIEBO-
rO Yyeperna y XBopux i3 cungpomom Onbpaiita y Bu-
IJIAAL 3AYTTA KiCTKY, IO PEHTT€HOIOTiYHO IIPOABIIA-
T0Cs HMOpyUeHHAM popMu i CTPyKTypu 3
BUTOHYEHHAM KOPTUKA/IbHOTO apy KicTku. Posmopin
XBOPUX 32 KITIHIYHUMM IPOsIBaMI 3a/IeXKHO Bifj hopmm
®]] HaBeneHo y TabL. 1.

Pentrenonoriuni nposasu O] y gireit, Ha BigMiHy
Bifl JOPOC/INX, MaIu CBOi 0COOIMBOCTI, 1110 OB’ I3aHO
31 3MiHOIO IK CTPYKTYPH, TaK i 00CATYy ypakeHHA Kic-
TOK CKejsleTa B IIpotieci pocTy nanienrta. Ocepenxu O]
y KicTKax Oy/u IIpeficTaB/IeHi OflHO- 4 GaraTokamep-
HUMIY, KiCTOIORIOHMMY YTBOPEHHAMN Pi3HOTO PO3-
Mipy, «rmoTepToi» (PO3MUTOI) CTPYKTYPH, IO Haragye
«MaToBe CKo». Ilett BisyanmbHMil peHOMeH OB’ A3aHNI
i3 HaK/MaJaHHAM BE/IMKOI Ki/IbKOCTi TOHKMX MiKPOCKO-
IiYHMX 3BaITHEHNUX KiCTKOBMX TPabeKyJI Ta BBaXKAETD-
Cs1 TATOTHOMOHIYHMM PEHTTE€HOIOTiYHUM CUMITOMOM
IJI [bOTO 3aXBOPIOBAHHA.

XapakTepHoto nokasisauiero Boruy OJI 6ynu mera-
¢isapHi ginAHKYM KOBrux TpyO4YacTUX KiCTOK, fAKi 3
POCTOM AMUTVHM HOBIIBHO epeXOAnIn Ha aiadisapHy
JacTHHY. KicTKOBO-MO3KOBMIT KaHa/I ypa>KeHoI KicTKI
BTpa4yaB CBOI MeXi, KOPTUKa/IbHUII Iap Mir 6yTu Bu-
TOHYEHNM, a B IEAKUX JiMAHKAX — CKIEPO30BAHUM.
Yce BuieHaBesieHe Oy/10 IpUTaMaHHe i 1A KicTOK
HIDKHIX KiHITIBOK, i /IS JIOKaJTi3aIii B iHIIMX KiCTKaX.

3a o6carom ypakenus kictku @I 6y ocepenko-
BuMM 260 nudysHuMu. JJo IaTONMOTiYHOTO NMPOIieCy
MOXXYTb OyTHU 3a/mydeHi AK Bcs KicTKa, Tak i okpemi it
KOMIIOHEHTH Bifi IPOKCUMAbHOTO 10 AUCTATIbHOTO
emnigisy, 6e3 ypaxxeHHs octaHHbOro. [lepexin O]l ve-
pe3 ¢isapHy 30HY He Bi]Mi4eHO B )KOJJHOT'O XBOPOTO,
1110, Ha Hall NOI/AL, BigpisHsae OJI Bif geAxux iHmMX
HyX/IMHOMOAIOHNX Ta 3allaJIbHUX 3aXBOPIOBAaHb Ta
MO>K€ IOTIOMOTTH IIPY BCTAHOBJIEHHI BIpHOTO JiiarHO-
3y. ®izapHa 30Ha 6yna cBoepigHUM 6ap’ epoMm, KNIt
HIKOJIM He IIepeTUHAE MaTonoriyHa TKaHnHa npu OJI.
Tinpku micnsa ocndikanii gpisaproi 3ouu (mporec cu-
HOCTO3yBaHH:) CTa€ MOX/IMBYM PO3IOBCIO/)KEHHSA
IIaTOJIOTIYHOTO Ipolecy Ha emi¢is. Taka peHTTeHOO-
rivHa 0COOIMBICTD € CyTTEBUM AndepeHIianbHO-ia-
THOCTMYHUM KPUTEPieM BCTAaHOBIIEHHA JliarHO3y D]
y BiTelN Ta MiJIiTKiB, 10 BiIpi3HAE Ile 3aXBOPIOBAaHHA
BifI 3/105KiCHUX Ta IHIIMX [TATOJIOTIYHNUX HpoIeciB (oc-
TEOMI€TTiT, TyOepKy/IbO3HNUIT OCTUT TOILO).

PospuB LinicHOCTI KOPTMKAIbHOTO APy KiCTKU Py
@JI peHTTEHOIOTIYHO y>Ke CXOXKUI 3 TO03€POBCHKIMU
30HaMI, IKi BUHUKAIOTh y KiCTKaX Ha BepIInHi fleopMa-
1l y XBOpyX Ha paxit. IIpoTe K1acu4HMMM T003€POBCHKI-

Puc. 1. PeHTreHorpama B npsamiii 3aZiHil npoekuii (a) Ta KT-ckaHu
(b; c) xeopoezo 0., 16 pokis, cnoct. No48 (icT. xB. 514688) 3 BU-
TOHYEHHAM Ta BTPATOHO LLIICHOCTI KOPTUKA/IbHOTO LUAPY KiCTKK
npwv yparkeHHi NPOKCMMANbHOTO BiaAiny CTerHOBOI KicTkM P/,
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a

Puc. 2. PeHTreHorpamm y npamiii 3agHin npoeKLii KynblwoBMX cyrnobis xBoporo 12 pokis, siKki BigobpakatoTb AMHaMiKy ¢pop-
MyBaHHsA TMNosoi ana ®[] BapycHoi aepopmalLii NpoKCMManbHOro BiaAiNy CTErHOBOT KiCTKM 3a TUMOM «Naauui nacTyxa» 3a
BiACYTHOCTI opTONeAnYHOro flikyBaHHsA (a — 7 pokis; b — 7 pokiB 3 mic.; c — 10 pokis; d — 11 pokiB; e — 12 pokiB). TepmiH crno-

CTepeKeHHs 5 pokiB

MM 30HaMJ 3 BTPATOIO LII/TICHOCTi KOPTUKA/IBHOIO LIAPY
KicTky mpu ]I Ha3BaTU He MOYKHA, TOMY ILIO IIPY IIbOMY
3aXBOPIOBaHHI peHTTeHO/IOTiUHi 03HaK! MOXKYTb BUHIKa-
™ i 63 gedopMallii KicTKy, a CyJacHi JaHi BKa3yloTh Ha
iHIIi eTiONATOreHeTUYHI YMHHUKMY, a caMe ITOPYIIEeHHA
ocTeo6/acToreHe3y Ta IpolieciB MiHepaJtisaliii B ocepesn-
kax O]l i3 GpopMyBaHHAM B KiCTIIi «<HEIIOBHOL[{HHOI» 3a
CKJIQJIOM i CTPYKTYPOIO KicTKOBOI TKaHMHM (puc.1).

BuTOHYEHHA KOPTUKAIBHOTO HIAPY KiCTKM, IO PU-
tamaHHe O]l € 3arpo3NMBUM YUMHHUKOM IL10J0 BUHNK-
HEHHs [aTOJIOTiYHMX nepenoMiB. [loennanus 60mbo-
BOTO CMHIPOMY y XBOPOTO 3 PEHTTEHOJIOTiYHO
BUTOHYEHHAM Ta IOPYLIEHHAM LiTiICHOCTI KOPTUKA/Ib-
HOTIO LIapy KiCTKM MiJITBEPJKYE HAABHICTD MiKpoIIe-
penomy Ta notTpedye BiOBiIIHOTO OPTONEUIHOTO
nikyBaHHs. [Jo ocob6nuBocreit nepebiry ®J] mosrux
KiCTOK HVDKHIX KiHI[iBOK C/Tifi BigHeCTV GOpMyBaHHS
«ITacTu4HOI» BapycHoi fedopmanii IIBCK 3a Tnmom
«Ianuii nactyxa» (puc. 2). ta mabnenonioHoi gegop-
Marii KicTok rominku (puc. 3), BUHMKHEHHS SIKUX
MOXKe CYIIPOBOIKYBATHCs MiHIMaTbHUM 60/IbOBUM
CUHJPOMOM, L0 € IPUYMHOIO Mi3HbOI IIarHOCTUKMN 1,
BiIIOBITHO, TIKyBaHHA.

Hedopmariii KicTOK TOMINKY, SIK i CTETHOBOI KiCTKH,
y xBopux Ha OJ] BUHMKA/IN B pe3y/IbTarTi AK MaTONOTi4-
HUX II€PEIOMiB, TaK i1 TaK 3BAaHUX «IJIACTUYHUX» Jie-
¢dopmarniit. OcrauHiit Tun gedopmaliii iarHOCTOBaHO

a b

Puc. 3. ®oTOBIAOUTKM peHTreHorpam xeopozo b., 17 pokis, 3
noniocanbHoto popmoto P/l Ta «wabnenogibHoo» aedop-
MaLLi€l0 BE/IMKOTOMIZIKOBOI KICTKM y NpAMili 3aaHin (a) Ta B
60okoBil (b) npoekuii

y 10 xBopux. [lo ocobnmBocTeit ix KIiHiYHOTO Iepe-
6iry CITifi BifHECTH IOCTYIIOBUM IT0YaTOK, HAsABHICTh
HEe3HAYHOTO 60/IbOBOTO CHHAPOMY, SIKUII BUHUKAE T1e-
piognyHoO rpy Gi3MIHNX HaBaHTAKEHHAX KiHI[IBKM Ta
CaMOCTITHO MMHAE Y CIIOKOI, @ TAKOX BiZICy THICTb JJO-
CTOBiIpHUX O3HAK IIePENOMY Ha peHTTeHoIpaMax.

3’sCOBaHO, 10 «ITACTUYHA» AedopMallisa TaKoxK
BJHIIKAJIA Y XBOPUX 3 YPaKeHHM KicTOK rominku. Ta-
KoMy Tuny fedopmaliiii 6yma mpuTaMaHHa CXUIbHICTD
JI0 IIPOTPeCyBaHHs 3a PaXyHOK 301/IbIlIeHHs IATONIO-
TiYHOTO OCepefKy 110 IepeSHbO-BHY TPIIIHbOMY KOH-
TYpY Aiadisy BeIMKOroMinKoBoi KicTKy, 1[0 IpU3BO-
o o «mabmenoni6Hoi» medopmariiii rominkm 3a
TUIIOM aHTUKYpBauii (puc. 3).

Ba)x/imBuM Ta HOLIIBHUM OYII0 JOCTI>KEHHS KIIi-
HiKO-peHTTeHO/IOT{YHMX 0COONMMBOCTET 3a/IeKHO Bif
¢dbopmu 3aXBOPIOBAHHS.

Hait6inpury rpymy crocTepesKeHHs CKIany XBOpi 3
MoHoocanbHOI0 popmoro DJI - 70% (56 i3 80 xBopuX).
XapakTepHUM KIIiHIYHUM IPOABOM Y XBOPUX 3 MOHO-
ocanbHOI0 (OpMOI0 OY/IN IMATOMOTiYHI TeperoMu —
39,3% (22 xBopux) Ta 60IBOBUI CUHAPOM — 35,7%
(20 xBopux). Medopmanii kicToOk AiarHOCTOBAHO y
21,4% (12 xBopux). bescumnromHmit mepebir 3axso-
proBaHHA BigmiveHo muure y 3,6% (2 xBopux). Y Hux
He 0y/10 KOJHUX Cy6’ €KTUBHUX Ta 06’ €KTUBHUX JIa-
HIX, a fiiarHo3 ®]I 6y/10 BCTaHOBIIEHO MiC/IA PEHTI€HO-
JIOTiYHOTO 0OCTEXXEHHS 3 IPUBOJY TPABMU KiHIIIBKIL.

CraTucTMYHMI aHai3 KIiHIYHNUX NPOABiB MOHO-
ocanbHOi popmu D] BUABMB CTATUCTUYHO 3HAUYILY
3a7IEXXHICTh MK KIIHIYHVMMM IPOSABAMI 3aXBOPIOBaH-
Hs Ta CTaTTO i Bikom mamieHnta (p<0,05). Taxk,
3’ICOBaHO, 11]0 B 0Ci0 >KiHOYOI CTaTi TP MOHOOCAIB-
Hilt popmi O/l MakcMMyM KIiHIYHUX IPOABIB 3aXBO-
PIOBaHHA NpUIIaZla€ Ha BiKOBUIT nepiog 6-10 pokis
(6mxde o 10), y manienTis 4omoBivoi crari — Ha 5 po-
KiB mi3Hinre (61mx4e o 15 pokis). Crabimisaris mpo-
1lecy 3a3BMYall HacTaBaJa Iic/sA CTaTeBOro JO3PiBaH-
HA, IO HOACHIOETHCS 3MiHOI0 TOPMOHATBHOTO (POHY.

MomnoocanpHiit ¢popmi 6yB npuTaMaHHMIT OCepesi-
KOBUII TUIl yPaXXeHHA KiCTKM, IO IpefCTaBIeHO
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a) b)

Puc. 4. PeHTreHorpamu xeopoeo I., cnoct. Ne28 (icT. xB.
453716) 3 moHoocanbHow popmoto P/l npoKcUManbHOTo
BiAZiNy CTErHOBOI KiCTKM y NpAMIl 3a4Hii (a) Ta 6okosilt (b)
NPOEKLi, WO NpeacTaBneHO NAaTONONYHMMN OcepeaKamu i3
pO3piaXKeHO CTPYKTYPOIO Y BUTAAAI «MATOBOrO CKAa» Ta
YITKUMW CKNEPOTUYHUMM KOHTYPaMM

CTPYKTYPHMMM 3MiHaMM B KiCTLIi Y BUITIAZI OJHOTO Y1
IeKiTbKOX OCepeNiKiB, HOETHAHNX MiX COO0I0 Y BUITIA-
Ii BiIAAHOK PO3pPiIPKEeHH s PEHTTe€HOIOTiYHOTO MaJIIOH-
KY Y BUITIAJI «MaTOBOI'O CKJIa» Pi3HUX PO3MIipiB, Bififi-
JIEHVX Bifi «3JOPOBOI» KiCTKM YiTKOIO CK/IEPOTUYHOIO
Kaiimoro (puc. 4).

Ocepenxu @] manu nepeBaxHo MeTadizapHy un
miacisapHy nokanisaniro. ¥ KilTbkox BUNajgkax ypa-
JKeHHsI BKJIIOYAsIo KiJibKa pi3HuX 3a popmoro ocepes-
KiB, AKi 301/IbLIIyBa/INCA Ta IIOEXHYBAIICA MiX COO0I0
nip gac pocry kictkn. Crpykrypa ocepenkis ®J] 6yma
HEOLHOPIIHO Ta MaJIa Ii/IbHI OCTEOIfHI BKIIOYEHHA.
KopTukanbHuit map KicTKM BUTOHUYEHUIA, Ha TesKUX
minsHKax nepepusascs. [Ipu piadisapwiit mokanmizamnii
@]l KicTKOBO-MO3KOBUII KaHaJI BTpa4yaB CBOi KOHTY P,
3 4acoM KiCTKa piBHOMipHO 30inburyBanacs B 006cs3i.

[ToniocanpHa popma OJI, Ha BigMiHy Bij MOHOO-
casbHOI, KTiHiuHO nposaBanaca y 9 (64,3%) xsopux
IaTOJOTiYHMMU TIepenoMaMu Ta y 5 (35,7%) xBopux
00/1bOBUM CHHPOMOM. BcTaHoBIEHO, 1110 Hedopmarrii
KiCTOK HIDKHIX KiHniBok mpu it popmi @I He 6ynn
XapaKTePHUM IIEPBUMHHKM NPOABOM 3aXBOPIOBAHHA.
BoHM BMHMKaIM MOCTYIOBO Tifi 9aC pOCTY SUTHUHI i
IiarHOCTyBanMcA Y XBOPUX ByKe Ha eTalax AyclaHcep-
HOTO CIIOCTEPEXXEHHA.

[Toniocanbua popma D] xapakTepusysacs fudys-
HJM TUIIOM ypaKeHH: 6araTbox KiCTOK ckenera. PeHr-
reHosoriyHe 306paxkeHH: ocepenkiB Ol Takox Mano
PO3pimKeHy CTPYKTYPY — Y BUIJIAZ1 «MaTOBOTO CK/Ia»,
IIPOTe OTOYYI0Ya KiCTKOBA TKaHMHA Oy/1a MEHII CKIIe-
PO30BaHO0. BisyanbHO mepexif «3,0poBOi» KiCTKOBOI
TKaHVHU B TaTOJIOTIYHY AVCIIACTUYHY Ha JIeAKUX JTi-
JSTHKaX He audepeHIiroBascs (puc. 5).

Pospocranus audysHUX ocepeakiB Ha PEeHTI€HO-
rpaMi POSIB/IANOCA Y BUIVIALL 301/IbIIeHHS 30HY PO3-
Pifl>KeHHs, BUTOHYEHH KOPTUKATbHOIO APy, 3AYTTSA
KiCTKM, TOABU AUCTpOdiuHMX KicT. CaMe BUHMKHEHHS
3 yTTA KICTKM 3 IPOTPEeCMBHMUM BUTOHYEHHAM KOPTH-

Puc. 5. PeHTreHorpama xeopozo B., cnoCTeperKeHHA
Ne11 (ict. xB. 372668) 3 noniocanbHoto popmoto P 3 ypa-
YKEHHAM CTErHOBMX KICTOK Ta KiCTOK Ta3a 3 ix Aedopmaliieto
y NPAMIl 3a4Hil1 NPOeKLiT

Ka/JIbHOTO APy KiCTKM MM BBa>Xajll PEHTTE€HOJIOri4-
HOIO O3HAKOI0 ITPOTPeCyBAaHHA 3aXBOPIOBAHHA Ta 3PU-
BOM KOMIIEHCAaTOPHUX MOXX/TMBOCTEN OpTraHi3My.

IIpoBemeHmit CTATUCTUYHUI AHAITI3 BUABUB 3a/I€XK-
HiCTb KIiHiYHUX npoAsis O]l npy nonxiocaabHOMY
ypakeHHi ckejyeTa Bif cTaTi Ta Biky xBoporo. Tak, B
0ci6 >xiHOYOi cTarti 10 5-pivHOTrO BiKy K/TiHIYHMX IPO-
ABiB 3aXBOPIOBAaHHA He Oymo. Y malieHTiB 90/moBivyoi
CTaTi IepBUHHI NPOABU AiarHOCTYBA/IU 3 3-pivHOTO
BiKy y BurAzi nepenomis y 83% xBopux Ta 60150B0r0
cuHppomy y 17% xsopux. JInie micna 5-pigHoro BiKy
@/ mpoABnANIach y piBHUX CIiBBiIHOIIEHHAX IIaTONIO-
TiYHMMI TTepesioMaMy Ta 60TbOBUM CHHAPOMOM B 0Ci6
060X cTaTeit.

Cunzpom Onbparira (Albright syndrome, AS) xiniy-
HO OYB IIpeICTaB/IeHNI TPiafiolo CUMIITOMIB, sIKa BKJTIO-
vasia oiocanby popmy O] (yparkeHHst 6araTbox Kic-
TOK CKeJIeTa, Y TOMY YMCT KiCTOK JIMIIeBOTO Yepera),
rifeprirMeHTalifo WKipy 3a TUIIOM «KaBJ 3 MOJIOKOM»
Ta eHpjoKprHonarieto. Kiiniuni npossu cungpomy Onb-
paiiTa Oy HailBa>KIMMI, iX IiaTHOCTOBAHO 3 PAHHBOTO
IVICTUHCTBA Y XBOPUX i BOHN Oy/u 0B s13aHi 3 tepopma-
LIiAMU KiCTOK CKe/IeTa, y TOMY YUC/Ii IMLEBOT0 Yepera,
IIATOJIOTiYHVIMI TIepelIoMaMM Ta 6O/IbOBYIM CUHPOMOM
Y KiCTKaxX pi3HOI iHTEeHCMBHOCTI.

Cunppom Onbpaiita 6y/10 pescTaBIeHO IATOIO-
rivHuMY Gi6poAMCIITACTUYHYMY 3MiHaM1 B 6araTbox
KiCTKax cKejleTa, 3a/I03aX BHYTPIilIHbOI ceKpelil Ta
mkipi. Y 4 (40%) xBopux crocTepiraBcsi HEIIOBHUIL
cunppom Onbpaiita, 3a AKOro He 6yI0 OJHOTO 3 KJIi-
HiYHUX IPOsBiB (LIKipHi IPOSABYU Y1 €HLOKPUHOIIATIS).
Y manoi Kateropii xBopux ¢pi6bposHo-AMUCIIACTNYHI
3MiHM Y KiCTKaX CKe/eTa 3aBX/y Oy MO pPEeHNMI
i3 3a/Iy4eHHAM JI0 IIATOJIOTIYHOTO IPOLIECY AK KiCTOK
KiHI[iBOK, XpeOTa, Ta3a, Tak i KiCTOK TUI[eBOTO Yeperna,
dopmyroun 3HauHi fepopmalii 3 BUpa3HUM KOCMe-
TUYIHUM JieHeKTOM.

Jlo ocobnuBoCTelt KIiHIKO-peHTTeHOIOTIYHOTO TTepe-
6iry cuanpomy Onbparita 6y/1o BiTHeCeHO PaHHIO TIOABY
medopmariiit KiCTOK /MIfeBOro Yeperna (YacTiie HUKHBOI
1[eIenn), 10 BifmiveHo y 3 (75%) XBopux BikoM 5-8 po-

ISSN 2304-0041 Xipypris autadoro siky Ne4(65)/2019 | 15



Opucinanvhi docnioxcerns. Opmonedis

Puc. 6. 30BHiWHiN Burnag xeopoeo C., 16 pokis, 1993 p. H.,
cnoct. Ne60 (icT. xB. 431369) 3i LWWKiPHUMK NPOABAMU CUHAPO-
My OnbpanTa: rinepnirmeHTaLin WKipy 38 TUMNOM «KaBW 3 MO-
NIOKOM» Ha Tyny6i, KiHuiBKax, 06/1Mydi y BUrnagi «reorpadiy-
HOI KapTn»

KiB (cepenHiii Bik 6,3 poky). IIporpecuBHe 36inbIIeHHs
ocepepnkiB @]l 31 3pocTaHHAM Malli€eHTa IPU3BOAWIO 10
dbopmyBaHHA TMHOBOI lehopMaltii 06mmads, Mo omyca-
HO B jtiTeparypi sk facies fibrodysplastica. I'inepnirmen-
Tallid WKipy 3a TUIIOM «KaBJ 3 MOTIOKOM», SIK ITPOSIB XBO-
po6, 6yma BusBieHa y 100% XBOpux. 3 aHaMHe3Y XXUTTH
3’5ICOBaHO, 1110 MIrMeHTHI IIIMM 3 SIBJISUTUCS Bij Hapo-
JDKEHHS, TIOBI/IbHO 301/IbIITyBaNcs B po3Mipi 3i 3pocTaH-
HAM JUTVHY Ta He BUK/IMKAJIM HiIKMX CKapI, OKpiM Koc-
MeTHYHOTO fiepekTy (puc. 6).

Hesix’emHom0 cknafoBowo cunppomy Onbpaiita €
eH/IOKPUHOIIATisA, sfKa OyJIa IpecTaBIeHa aToJIOTiel0
AK CTaTe€BMX 3aJ103, TaK i iHIINX eHTOKPMHHHKX 337103 Y
CiMOX ITaIli€HTIB.

CxkejleTHi IposABM y XBOpUX Ha cuHApoM Onbpaiita
CTOCYBa/INUCA IIEPEBaXKHO MTATOIOTIYHUX IIEPEIOMIB Ta
nedopmariiit KicTOK, siKi 6y/10 BUSIBIEHO B piBHii Mipi
y Iali€eHTiB )XiHOYOI CTaTi, Ha BiIMiHy Bifl ManieHTiB
YOJIOBIYOI CTaTi, Y AKUX JAHUI CUHAPOM NPOABIABCA
y 33% 60nmboBMM CUHAPOMOM, Y 17% — nedopmarismu
Tay 50% — nepemomamu. Crifi 3a3HaYUTH, 1110 MATONO-
riyHi nepenomu npu cuxgpomi Onbparita y namieHTis
JKIHOYOI CTaTi 1iarHOCTYBaNN, AK i Py IO/1i0CaNbHIN
¢dopmi OJI, muure 3 5-piynoro Biky. CTymiHb BUpasHoOC-
Ti ckeneTHux npossis O] npu cunppomi Onbpaiita
0yB HaiiBaXx4uuM, fedopmalii JOBIrux KicTok 6ynmu
BAXKKMMH, 6araTOIJIOUIMHHNMM, BijMidYeHO 3HauYHe
HnopyueHH: QyHKIii XOnbOM.

OcHoBHUMM opToneAMYHMMM TposAsBamu npu OJI
Oy/u marosoriuHi mepenomu Ta gedopmalii KicTox,
AKI MOITIM IIPOABNATICA K IEPBUHHUI IIPOAB 3aXBO-
PIOBaHHS, TaK i CyIpOBOKyBaT! XBOPOTO IPOTATOM
YCbOTO XUTTA.

10,87%

4,35%

10,87%

2,17%

71,74%

M Wwuiika

B BCA NPOKCMMa/IbHA YacTMHA
MiXKBEPTNIOroBa AiNAHKa B nigBepT/tOroBa AiNAHKA

B WWiKa + MiXXBEPT/NOrOBa AiNsAHKa

Puc. 7. Po3nogin 3a KinbKicTio natonoriyHmx nepenomis NBCK
npu ®/[] 3aneKHO Bif, PiBHA yparKeHHsA

Y HamoMmy croctepe)keHHi IMaToIOTiYHi IIepeIOMU
IOBIMX KiCTOK HYDKHIX KiHIIiBOK BUHMK/IN Y 47 (58,8%)
XBOpUX. 3aranbHa KiJIbKiCTb IepeIoMiB y LIX XBO-
pux - 83; 3 I0Kai3ali€o y CTerHoBin Kictui — y 60
(72,3%) Bumagxax, y kicTkax rominku -y 23 (27,3%).

3a nokarisalli€elo y BCiX BIKOBUX IpyIax epeBaxa-
JIV TTaTOJIOTiYHI IepeIoMU IIPOKCUMAAbHOTO BifIiny
crernosoi kictku (IIBCK), mo BigmiueHo y 76,7% Bu-
masikis (46 nepenomis y 29 XBopux).

BcraHoBIEHO, 1110 MaKCUMaJjIbHa KiTbKiCTh ITATOJIO-
rivaux mepenomis [IBCK (45,6%) BimmoBifgana Biko-
BOMY IIPOMDXKY Bifi 9 1o 14 pokiB, mo 36iraerbes 3
11epiof;oM iIHTEHCMBHOTO POCTY CKeJleTa IIif 4ac cTare-
BOTO J03piBaHHsA Ta 36inbuIeHHAM i3NyHOI aKTUB-
HOCTI JiTen.

AHani3 peHTreHOrpaM XBOPUX 3 IAaTO/NOTIYHUMU
IeperoMaMy BKa3y€e Ha pi3HOMaHITHICTb BapiaHTiB
ypaxenHsa ®JI [IBCK, octanni 6ynu cucremaTnso-
BaHi 3a knacudikanier Guille (1998). Koncrarosa-
HO HalOi/MbLIy KiTbKiCTh IaTONOTIYHUX IePeTOMiB
npu totanbHoMy ypaxkenHi [IBCK (71,7%) (puc. 7).

3’AcoBaHO, MO 3 yCiX XBOPUX 3 IeperoMaMu
[IBCK nume npyu MoHOOCanbHil ¢popMi 3axBopio-
BaHHA 3yCTpivannucsA pisHOMaHITHI TUIIM Ypa)KeHHH,
1[0 ZOCTOBIPHO Bifjpi3HsI0 MOHOOCANbHY GOpPMY
Big inmmnx ¢popm @I (p<0,05). XBopuM 3 momiocanb-
Holo popmoto D] Ta cungpomom Onbpatita 6yB
IpUTaMaHHUIT ToTanbHMI Tun ypaxeHusa [IBCK
(1 Tvm). Cepen XBOPMX 3 MOHOOCAQ/IBHOIO Ta IOJIiO-
cabHOI (POPMOIO 3aXBOPIOBAHHA CTATUCTUYHO 3Ha-
Yy1101 pisHUII MiXK ITallieHTaMy JKiHOYOI Ta 40/10Bi-
yoi cTaTi 3a KinbKicTio nmepenomis IIBCK =ne
BUABIEHO (TabII. 2).
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Ta6mmnsa 2
Posmnopin xBopux 3a KinbKicTio maronorivnmx nepenomis IIBCK 3anexxHo Bif popMu 3aXBOpIOBaHHS Ta CTATi
Kinbkictb xBopux 3 nepenomamu MNBCK KinbKictb xBopux 6e3 nepenomis MBCK
dopma [
4 K Pazom 4 X Pazom

MoHoocasibHa 11 10 21 9 8 17
MoniocanbHa 7 9 16 3 3 6
CuHapomOnbpaiita 9 0 9 2 5 7
Pasom 27 19 46 14 16 30

ITpu cunppomi Onbpaiita maTonoriuHi nepeomu
IIBCK BigmiueHO y 9 XBOpUX, IPUIOMY YCi BOHU CIIO-
crepiranmcs B oci6 4onmosivoi crati (100%). IlepeBax-
Ha KinbkicTb mepenomis (88,9%) Bigmosigama 1-my
TUITY Ypa>keHHA (ToTanbHuit Tim) i mamme 11,1% — 3-my
TUITy ypaXKeHH (LIMiTKa CTerHOBOI KiCTKM 3 MDKBepT-
JTIOTOBOIO JII/IAHKOIO).

[ToTopHi nepenomu IIBCK Bunukmm y 11 (19%) i3
58 xBopux, npuaomy y 9 (81,8%) xBopux 6ymu 3 1-m
tunoM ypaxennd IIBCK i numie y 1Box XBopux — 3
3-M Ta 5-M TUNOM. JJOCTOBiIpHOI pisHMILi 32 KiJIbKiCTIO
MIOBTOPHUX Iepe/IOMiB Y XBOPUX 3 pisHUMM popMaMu
3aXBOPIOBaHHA (MOHOOCA/NbHA — 4; moiocanbHa — 5;
cunppom Onbpaiita - 2) He 6yno (p>0,05).

Cnip 3a3HaunTy, mo y 2 (18,1%) i3 11 xBopux mo-
BropHuit nepenom [IBCK BigOyBcs BipopoBx mep-
IOTO POKy; y 5 (45,5%) xBopux - Bif 1 10 2 pokiB; y
4 (36,4%) xBOpUX — Yepe3 3—7 POKiB, 1[0 BKa3ye Ha
HeOoOXiIHICTh TPMUBAIOTO AUCIAHCEPHOTO CIIOCTEpe-
JKEeHHs Ta IIPOBeIeHHA P03 ACHIOBA/IBHOI po6OoTH 3
6aTbKaMy XBOPOTO IIOI0 MOXK/IMBYX YCK/IQTHEHb.

ITo cTocyeThbcs MaTONMOTIYHUX EPENTOMiB KiCTOK
rominku npu @I, To BOHM criocTepirannucsa nuuie y
23 (28%) xBopux. Y CTPYKTYypi IepenoMiB KicTOK ro-
MIiJIKV IlepeBakain nepenoMu 3 iadisapHoro 1oKa-
nizariero — 18 (78,3%) xBopux.

TaxuM 4MHOM, IpOBeeHe HaAMU JOCTiJ)KEeHHA
0CO6/MMBOCTET KIiHIYHOTO Ta PEHTTEHONOTIYHOTO
nepe6iry @/l 1o3BossA€ MOKpPAIINTH JiaTHOCTUKY 3a-
XBOPIOBaHHS, 00EKTUBHO OLiHUTU OPTOTELNIHMI
CTATyC MalieHTa Ta CTBOPIOE QyHJAMEHT [ y/0-
CKOHAJIEHHSA CUCTeMM XipypriyHOro Ta KOHCEPBATUB-
HOTO JIiIKyBaHHA JJaHOI KaTeropii Mali€eHTiB.

BucHoBKHM

1. Cepep KIiHIKO-OpTONEAMYHNX NPOABIB y Malli-
€HTiB i3 O]l xapaKTepHUMM Ta HaiOiNbII BaXK/INBU-
MM € [IaTOJIOTiYHi ITepe/IoMM JOBTUX KiCTOK Ta iX Je-
dbopmanisa; cTymiHb BMPa3HOCTI IMX NpOABiB
3a/IeXXUTD BiJj GOpMM 3aXBOPIOBAaHHS, BiKy Ta cTaTi
naijieHra.

2. 3a jaHUMU KJTIiHiKO-PeHTIeHO/IOTiYHOT0 JOC/Ti-
IPKEHHA BCTAHOBJIEHA YaCTOTA IIaTONIOTiYHMX Iepe-

JIOMiB TOBTMX KiCTOK HVM>KHiX KiHI[iBOK 3aJI€)KHO Biff
nokaizanii, GopMy 3aXBOPIOBAHHA Ta CTATi y Mmalji-
€HTiB i3 ®/I: crerHoBoi KicTku - 72,3% (npokcu-
MaJIbHUI Bigmin — 76,7%); KicTok roMinku — 27,3%
(niacdpisapua yacTuHa — 78,3%); 3’4COBaHO, 1O IPU
MoHooOcabHil popmi D] KibKicTh MepenomiB Oyra
IOCTOBipHO 6inbI0M0 (49,4%), HIX NpU MONTiOCATb-
Hiit popwmi (30,1%, p<0,05) Ta cunpgpomi Onbparita
(20,5%, p<0,5); B 0ci6 40/10Bi40I CTATi 3 MOHOOCATTH-
HOI0 hopmoro Ta cuHapoMoM OnbpaiiTa KinbKicTh
nepenoMiB 6yna focToBipHO 6inbino (p<0,05), HiX
B 0Ci6 >XiHOYOI.

3. HocnifkeHHs 0co6MMBOCTE KIiHIKO-peHTTe-
HosoriyHoro nepebiry ®J 103BONsA€ MOKPAINUTH
IiarHOCTMKY 3aXBOPIOBaHHA Ta CTBOPIOE MiATIPYHTA
U1 YIOCKOHA/IEHHS CUCTEMM OPTOIEIMYHOrO JIiKYy-
BaHHA JAHOI KaTeropii namieHTis.

Aemopu 3as6n10mv npo 6i0CyMHicMb KOHPIKMY
iHmepecis.
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