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KJIHIYHUM BUITAJJOK BE3CUMIITOMHOT O TYBEPO3HOI'O
CKJUIEPO3Y
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BCTYN

TybeposHuii cknepos (aHrn. Tuberous sclerosis) -
pidKicHe, reHeTMYHO AeTepMiHOBaHe 3axXBOPIOBaHHA,
BiAHOCUTbCA OO TPynuM  HenpoeKTodepManbHUX
NopyLUeHb, XapaKTepU3yeTbCA YPaKeHHAM HepBOBOI
cUCTEeMY, LWKIPU Ta HAABHICTIO JO6POAKICHUX NyXNH
(ramapTtom) B pisHUX opraHax [1].

Mepwmnin onuc KniHiyHoro Bmnagky 6yno 3pobneHo
B 1862 p. F. von Recklinghausen. ¥ 1880 p. D.-M.
Bourneville goknagHo onrcas 3MiHWY, WO BUHWKAOTb B
rofI0OBHOMY MO3KY Npu LibOMY 3aXBOpPIOBaHHi. YacToTa
Ty6epo3Horo cknepo3y ctaHoBUTb 1:30 000 HaceneHHs.
MowwupeHicTb cepen HOBOHapogXeHux Big 1:6000 go
1:10 000 [2, 3].

Ty6epo3HuniA cKnepos ycnagkoBYETbCA 3@ @y TOCOMHO-

Yxpaincoruii naykogo-npaxmuunutl yenmp eHOOKpUHHOT
Xipypeii, mpaucnianmayii en0oKpunnux opeauie i mxanun MO3

AOMiHAHTHUMTKMOM. PO3BNTOK NaTONOrii BU3HAYaAETbCA
[BOMa reHamu, TOKanisoBaHUmMM B AinAHLUi 34 4OBroro
nneva 9-i xpomocomu (Tyb6epo3Huii cknepos 1-ro Tuny
—TSC1, kopye 6inok ramapTiH) i B ginAHUi 13 KOpOTKOro
nneya 16-i xpomocomu (Ty6epo3HUI cKknepos 2-ro
Tuny — TSC2, kopye 6inok Ty6epiH) [4].

Y 1998 p. npurHATI  JiarHOCTMYHI  KpuTepii
3aXBOpIOBaHHA, AKi 6ynu nepernaHyti B 2012 p.
nig vac MixHapoAHOI KOHCEHCYCHOI KoHdepeHLii
no TtybeposHomy ckneposy [5]. TouHun piarHos
BCTAHOBMIOETbCA Yy pa3i HaABHOCTI [BOX BEUKUX
KpuTepiiB abo ogHOro BeMKOro 3 =2 Manumu
KpUTepiaMn; MOXNMBUI AiarHO3 — Yy pasi HaABHOCTI
OQHOro BEINKOro Kputepito abo =2 Manux Kputepiis
(tabn. 1).

Ta6bnuua 1

[iarHocTnyHi KpuTepii Ty6epo3HOro ckneposy

Benuki kpurepii

Mani kputepii

FinonirmeHTHI NnAmuK (=3, =5-mm B giameTpi)
Anriodibpomm 06nunuus (=3) abo Gibpo3sHi bnAwKK Ha Yoni
HeTpaBmaTuuHi HaBKONOHIrTboBI pibpomu (>2)

JinAaHka «warpeHeBoi WKipu»

MHOUHHI ramapToMK CiTKIiBKU

KopTuKkanbHa ancnnasis (KopTrkanbHi ropbku (Tybepcnm) i
pagianbHi MirpauinHi TpakTy B 6inili pe4oBUHI rONOBHOTO
MO3KY)

Cy6eneHaumanbHi By3nm

liraHTOKNITMHHa acTpouymTOMa

Pabgomioma cepus

Nimdanriomiomatos (JJAM)'

AHriomioninomu (HMpKoBI) (=2)"

FinonirMeHTHI NnAMN «<KOHETTi» Ha LWIKipi
3arnnbneHHs B emani 3y6is (>3)
BHyTpiwHbopoTOBI dhibpOoMM (>2)
AxpomaTunyHa AinAHKa CiTKiBKM OKa

MHOMXWHHI KiCTW HNPOK?

lamapToMu BHYTPILLHIX OpraHis (N03aHUPKOBI)

NMpumimku: 1 — KombiHayis 080X 0CHOBHUX KAiHiYHUX 03HAK (JIAM i aHziomioninom HUPOK), y pasi 8iocymHocmi iHwux

03HGAK, He € KpumepiemM 8CMAHOB/IeHHA MOYHO020 diazHo3y. 2 — [TompibHe 2zicmonozidHe nidmeepoKeHHs.
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Onuc KniHiyHOro BUNagKy

MauieHTka T1., 43 poku, 3BepHynaca B MONIKAIHIKY
YHMUEX, TEOIT MO3Y 3 metoio npodinakTnyHoro
obcTexeHHa. Ckapr He BuKaslyBana. Pesynbratu
6ioximiuHnxTecTiB(3aranbHMIaHani3KpPoB.i,bioximiuHniA
aHani3 KpoBi, MoKO3a KPOBi, TMPEOTPOMHWIA FOPMOH),
yNnbTpa3ByKoBoro pocnigxeHHA (Y3[) wutonogibHoi
3an031 BMABUNNCb BMeXax Hopmu.liguacnpoBeneHHA
Y3[1 opraHiB 4YepeBHOI MOPOXHUHU OYNO BMABNEHO
36iNblIeHHA pPO3MipiB 000X HUPOK, HeuiTKiCTb iX
KOHTYPIB, a TAKOX HaABHICTb rinepexoreHHUX yTBOpeHb
B S92 i Sg5 cermeHTax neyviHku.

3 MeTol YTOUYHEHHA XapakTepy 3MiH B MeuyiHui

Ta HUpPKax nNauieHTKa CKepoBaHa p[oO BigdiNeHHA
NnpPoMeHeBOi  AiarHOCTUKMK ana npoBefeHHsA
komn'totepHoi  Tomorpadii (KT) opraHiB uyepeBHOI
nopoxHuHN anapatom "Toshiba Aquilion 64" [Ona
BMbOpYy 0bcAry i BapiaHTy MPOTOKONY AOCHIAXKEHHA 3
BHYTPILUHbOBEHHNUM KOHTPACTYBaHHAM Ha nepLiomy
eTani 6yno nposefeHe 6e3KOHTPaCTHE CKaHyBaHHS.

3a pesynbtatom KT: HMpKK 36inblieHi B po3mipax,
KOHTYPW HepiBHIi, 3 HAaABHICTIO fOAATKOBUX YTBOPEHb,
O MICTATb COMIAHI i XXNPOBI KOMMOHEHTW, PO3MipamK
83x64 mm npasopyu Ta 112x64 mm nisopyy. B Sg2 i Sg5
NeYviHKN BUABMEHI FiNOAeHCMBHI AiNAHKK, 3 HEPIBHUMMU
HeYiTKUMN KOHTYpamu, po3mipamn 28x18 mm i 10x15

Puc. 1. AHeiomioninomu HUpPOK (cmpinku; A - ppoHManbHa n1ouwuHa, b —akcianvHa nnowuHa, B - cazimaneHa nnoujuHa

(niea Hupkay), [ — cazimaneHa niowuHa (npasa HUpPKa,.
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Puc. 2a. YmeopeHHs 8 Sg5 cezmeHmi neydiHku (A — HamueHa ¢asa, b — apmepianvHa, B — 8eHo3Ha, I — 8idmepmiHogaHa).

MM. Y 6a3anbHuX Bigginax obox nereHb Bizyanisysanmcsa

MHOWHHi  TOHKOCTIHHI MOBITPAHI  KiCTM  pi3HOro
JdiameTpy.

Bepyun po yBarm Becb Kommnekc 3MmiH, 6yB
3anigo3peHnin  Tybepo3HUi CKNepo3 i MPUIAHATO
PilLeHHA nNpO pPO3WUPEHHA 30HW CKaHyBaHHA
i nposegeHHAa KT opraHiB rpygHoOi, u4epeBHOI

NOPOKHMHW, @ TAKOK FOTIOBHOIO MO3KY.

MNpn nposegeHHi KT 3  BHYTPIiWHbOBEHHUM
KOHTpacTyBaHHAM (YnbTpaBicT-370, 100 mn) BUABNEHO,
IO CONiAHI KOMNOHEHTN JOAATKOBUX YTBOPEHb HUPOK
iHTEHCMBHO HAKOMMUYIOTb KOHTPACTHY pPeYOBUHY B
apTepianbHin ¢pasi. BumnBaHHA KOHTpaACTy BinbyBanocs
B BEHO3HiM i BigTepmiHOBaHin ¢asax. CTpykTypa i
OEHCUTOMETPUYHI  MOKA3HUKM  [O3BONWAU  3pO6UTU
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BMCHOBOK LLOAO aHTioMioninom HNPoK (puc. 1).

YTBOpeHHA B Sg2 Ta Sg5 neyviHKn iHTeHCMBHO
HaKoNMuyBanu KOHTPACTHY PeYOBMHY B apTepianbHin
¢a3zickaHyBaHHA 8o +160 HU (rinepaeHcBHI napeHximi
NeyviHKKM), 3 HacTynHUM il BUMMBAHHAM B BEHO3HIl
i BigTepMiHOBaHI ¢a3ax (riNnofeHCUBHI MNapeHXiMi
neyviHku) (puc. 2a Ta 26).

3 ornapy Ha paHi Y3[1 (rinepexoreHHicTb yTBOpEHb
NeyviHKKU CBiZYUTb MPO HAABHICTb »KMPOBOT TKAHWNHMN) Ta
OEHCUTOMETPUYHI XapaKTEPUCTUKMY, O OYNn OTprMaHi
nig yac KT, andepeHuinHa giarHoCTMKa NnpoBoAmnaca
MK JOOGPOAKICHUMWU i 3MI0AKICHUMU YTBOPEHHAMU
MEeYiHKK, O MiCTATb XUPOBU KOMMOHEHT.

[lobposkKicHi YTBOPEHHH (mienoninoma,
ncesfoninoma, Jinoma) 3ycTpivyalTbCcAa  pigko i
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b

Puc. 26. YmeopeHHs 8 Sg2 cezmeHmMI neviHKU (A — apmepiansHa ¢asa, b — eeHo3Ha ¢haza, B - siomepmiHosaHa ¢asa).

3a3BMYal  rinoOBacKyNApHi. 3nofAKiCHe YTBOPEHHSA
NevyiHkM 3 XUPOBMM KOMMOHEHTOM yacTiwe €
BMcokoandepeHLinoBaHoO renatouentonApHoIo

KapuuHomoto (FLK) 3 »uposum meTamopdosom, sike
TakoX rinoBackynapHe [6]. Ona BuknwoueHHa [LK
npoBeaeHonabopatopHe 00O6CTEXEHHA — BU3HAYEHHSA
piBHA anbda-peTonpoTeiHy B KpoBi (pe3ynbtat: 5,52 ME/
M, pedepeHTHI 3HaYeHHsA: =6,67). PagionoriuHi 03Haku
YyTBOPEHb Y AaHOMY BUMafKy (rinepBackynAapHicTb Ta
WBMAKE BUMWBAHHA KOHTPACTYy), BiACYTHICTb 3MiHK
piBHA anbda-deTonpoTeiHy B KpoOBi, CBigYaTb Ha
KOPWCTb aHrioMIiONinomM ne4iHku, Wo € pigKicHo
nokanisawieto ramapTom npu Ty6epo3HOMY CKneposi
[7, 8].

82

B 060x nereHAx nonicerMeHTapHO Oynu BUABNEHI
MHOXWHHi TOHKOCTIHHI KicTwn, giameTpom Big 4 go 27
MM (puc. 3).

CraTb nauieHTKM, TWNOBa pagiofioriyHa KapTuHa
cBigyaTb Ha KOpPUCTb NiMdaHrioneliomiomaTosy fiereHb
(5,91

B ronoBHomy MO3Ky BUABMEHi  MOOAWHOKI
cybeneHaMManbHi KanbLUMHOBaHi ropbku (aHrn. tubers),
ZiameTtpom 3,0-3,5 MM (puc. 4), L0 TaKOX MOXYTb ByTH
03Hakolo Tybepo3Horo ckneposy [5].

JomiHylounMy B KNiHIYHIA KapTuHi Ty6epo3Horo
CKNepo3y € O3HaKM YpPaXkeHHA HepBOBOI CUCTEMU
y BUMAQI CYOQOMHUX NapoOKCM3MIiB, PO3YMOBOI
BiACTaNnoCTi, NOPYLWeEeHHA NOBEAIHKM, 3MiH UUKIY «COH-
HecnaHHA». Y npeacTtaBneHoMy BMMNaAKy Yy Maui€eHTKU
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l

Puc. 3. MHOXUHHI QuCKpemHi Kicmu 8 nie2eHsx (A — akcianeHd, b — ppoHmManeHa noWUHa).

Puc. 4. CybeneHOUMAsbHi Ka/1bYUHOBAHI 20pOKU.

HeBPOJOriuHi cMMNTOMM BynK BiACYTHI.

BucHoBKM

BpaxoBytoun HaABHICTb TPbOX BEAUKUX KpUTepiiB
(nimdaHriomiomaTos, aHriomioninomm HUPOK,
cybeneHgMManbHi - KanbUMHOBaHI ropbkn B 060X
NiBKyNAX MO3Ky) | OOHOro Manoro KpuTepito
(no3aHupKoBa aHriomioninoma), 6yno BCTaHOBNEHO
pagionoriyHun giarHo3 — Ty6epo3Huii CKNepos.

[laHe cnocTepexXeHHA CTaHOBUTb iHTEPEeC TUM, LLO Lie
reHeTUYHe 3aXBOPIOBAHHA Oyo BMUABMIEHO Y NALLIEHTKM
BIkOM 38 pOKiB 3 MyNbTVOPraHHUM YparkeHHAM 6e3
KNiHIYHMX CUMMTOMIB.

Mopanble nornnbneHe p[OOOCTEXEHHA BUMArae
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KOHCynbTauin odTanbmorsnora, hepmartornora,
racTpoeHTeposiora,  NyJbMOHOMOra,  Kapgionora,
MarHiTHO-pe30HaHCHOI ToMorpadii opraHiB YepeBHOI
NMOPOXHWMHM  (NeYiHKK), a TakKoX MNpPOBeAEHHA
reHETUYHOrO TECTYBaHHA.
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PE3IOME
KniHiuHunit BUNagok 6e3cMMNTOMHOro
Ty6epo3Horo ckneposy
M. Ypina
B JaHomy KniHiYHOMY CrOCTEePEXKEHHI
NPOAEMOHCTPOBaHMWI BUMAZOK TyOepOo3HOro cKneposy,

Jlama Haoxo0xxeHHs 00 pedakuyii 31.01.2018 p.
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BrepLle BUABMEHUIN Y nauieHTKn 38 pokis. HaBegeHo
AiarHOCTUYHI KpuTepii 3axBOPIOBAHHA, pPagdionoriyHi
XapPaKTEPUCTUKN OKPeMMX KOMMOHeHTiB. OnucaHa
pigkicHa nokanisauia ramapTom npu Ty6epo3HOMY
CKNepo3i — aHriomioninoMm neyviHku.

KniouoBi cnoBa: Ty0epo3HMIA CKIepo3, ramapToma,
aHriomioninoma, nimdaHrioneriomiomaTos.

SUMMARY

Clinical case of asymptomatic tuberous sclerosis
UrinamM

In this clinical observation, a case of tuberous
sclerosis, first detected in a patient aged 38 years,
was demonstrated. Diagnostic criteria of the disease,
radiological characteristics of individual components
are given. A rare localization of tuberous sclerosis's
hamartomas—angiomyolipoma of the liveris described.

Key words: tuberous sclerosis, hamartoma,
angiomyolipoma, lymphangioleiomyomatosis.
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