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Pe3tome. Tybeposnuil cknepos - pioke 3ax60pio6anisa 3 Manighecmayicio nOSHUX KAIHIYHUX 03HAK Yacmiule na Opy-
20MYy 0ecAmKYy poKi6 sHcumms, a Oinoul paHHi NPosA6U X60pooU 8UHAYAIOMb U OINbW MANCKUL nepebic 3aX80PI0BAHHA
ma nozanuil npocro3. Y cmammi nagedeno 6unadox GAACH020 KAIHIYHO20 CNOCHepedtcents 0iaeHOCMUKU X80poou
bypueginna-Ilpinena 6azyiouuce Ha poOUHHOMY AHAMHE3l, AHMEeHAMANbHUX 3MIHAX Ma KAITHIYHUX NPOA6ax y HOBOHA-

POO0dCEHOT OUMUHU.

Kniouosi cnosa: mybeposnuii cknepos, nogonapooddicenuii, Oumuna, 0ia2HoCmuxd.

Ty6epozunii ckinepos (TC) BimHOCUTHCS 10 pako-
MaTo03iB, B OCHOBI OINLIIOCTI SIKUX JIEXHUTHh T€HETHY-
HO 00yMoOBJIeHUH Ae(eKT eMOPIOHAIBLHOTO PO3BUTKY
(MyTaIist B OMTHOMY 3 FCHIB JIFOMMHU). 3araJlbHUM JUIS
BCiX (pakomMaTo3iB € WMyXJHHHI PO3POCTAHHS Yy BU-
rsai Gibpom, aHTioM, TeleaHTiOeKTa3iid, a TaKOXK
NOPYIICHHS MirMeHTamii mkipu. Y Toil ke gac nng
KO)KHOTO PpI3HOBUAY XapakTepHi cBoi cneuudivni
CUMIITOMH.

TC y cepennboMy 3yCTpidaeThcsi 3 4acTOTOIO Y
HOoBOHapokeHuX Big 1:6000 mo 1:10000. YcmankoBy-
€THCS 32 AyTOCOMHO-IOMIHAHTHUM THIIOM. BimpmricTs
BUMAAKiB 3axBoproBaHH: (80%) € HacmigkoMm myTarii
de novo. XBopoOa BiAPI3HIETHCS EKCIPECUBHICTIO,
mo Bapitoe 3 maibxe 100% neHeTpaHTHICTIO.

3axeoprosanus nposasnne cebe MmaKuMu O3HAKAMU:

3minu wxipu ma ii npuoamxis:

limomirmeHToBaHi (CBITIi) TIJIAMH YHCEIbHIC-
Ti0 Big 3-4 mo 100, siki 3ycTpivarotees y 90% Bu-
HajJKiB 1 HEPIJKO BUSBIAIOTHCS 3 HAPOJIKCHHS abo
3'SIBISFOTHCS B MEPIIi TPU POKH KHUTTSI Ta € OTHUM 3
MaHi()eCTHUX O3HAK 3aXBOPIOBAHHA. 3 BIKOM cIloCTe-
piraeTbcs TEHACHIIS N0 30inbmenHs X yncna. ['imo-
nirMeHTHI waMu npu TC T0Kani3yoThCs MepeBaXxHO
Ha TynyOl 1 CIZHUISX, & XapaKTepHOIO X 0coOyuBic-
TIO € aCHMETPUYHICTh PO3TAIIYBaHHS.

3nebapenenns nacm eonoccs, 6pis, 6il.

ANICHOMHW CalbHUX 32103 Ha oOmmydi (aHTiodi-
6pommu) croctepiratotbess y 47 — 90% Bunaakax. Le
IpiOHI BY3JIMKH POXEBO-UYEPBOHYBATOrO KOJbOPY,
po3TamoBaHi B HOCOTYOHMX CKJIaJKax, Ha MIOKaX y
BUIIISII «KPHJI METEJIMKa», € 00NIraTHUMHU O3HAKaMHU
3aXBOPIOBaHHS, 3’ ABJISIOTHCA MIiCHs 4-X POKIB KHUTTS.

®ibpo3Hi yminbHEHHS (TaMapTOMH) HEBEIHKO-
0 PO3Mipy, IO CTBOPIOIOTH €(PeKT MOPCTKOCTI MPHU
nanprnanii. CKym4eHHs TaKWX MiISHOK, SIKI 3jerka
BHUCTYNAIOTh HaJ MOBEPXHEIO IIKIpU Ta HaraayoThb
CBHHSYY IIKYypy («IIarpeHeBa IKipa») abo «moma-
paHYeBY KipKy», 3 sBISIOTHCS YacTille Ha JAPYroMy
NECATKY POKiB KHUTTA, po3Mmipamu Big 1 1o 10 cMm.

@®ibpo3Hi OnsmKku € 0OIIraTHOIO O3HAKOIO, 3Yy-
cTpivaloTrhes y 25% BumankiB Ta 3 SBISIOTHCS Ha

nepuomMy poii XUTTA (OAMH 3 MEPIIUX CHMIITOMIB
3aXBOPIOBaHHS), MalOTh O€XKEBUU KOJIp, MIOPCTKI HA
JOTHK Ta ACII0 BUCTYNAIOTh HaJ MOBEPXHEIO IKIPH;

M’siki ¢iOpo3HI yTBOpEHHSI Ha HIXKax, y (Gopmi
MIIICYKiB, MTOOAMHOKI a00 MHOKHHHI 3yCTPIidarOThCs
y 30% xBopux Ha TC. Yacrime g0Kami3yloThCi Ha
mui, TyayOi Ta KiHIiBKaxX, a MPU IXHBOMY CKYIYECHHI
MaIOTh BUIIISJ «TyCSYO0T LIKIpH»;

HaxosonirreoBi ¢iopomu (nyxnuau KoeuneHa):
TBMSIHI YHCEIbHI BY3JUKH Ha MAlbIAX, i HITTIMHA
(gacrtime Ha HOTAX) PO3MipaMH BiJ MaJIeHBKUX Ta IO
10 MM, 3°ABIAIOTHCA TicHs MyOepTaTHOTO Tepiony #
gacTime y XiHOK;

VYpaxeHHsT HEPBOBOi CHUCTEMH KIIHIYHO IIPOSIB-
JSIOTHCSl CMIJCNTHYHUMH TpPHUIAAKaMH, PO3yMOBOIO
BiJICTAJICTIO PI3HOTO CTYIICHS BUPA3HOCTI, MOPYIICH-
HSIM MOBEJIHKH, 3MiHH B IIUKJII «COH — HECTIAHHS».

CynoposkHi MapoOKCU3MHU — OJHWH 3 HailO1IbII 3HA-
YyIUX CHUMOTOMIB — cmocTepiraotsecs y 80-92%
XBOPUX Ta 4YacTO CTalTh MaHI(ECTHUM MPOSIBOM
3axBoproBaHHs. CyqoMH OJHOYAaCHO MOXYTh Iepe-
6iratu sk cuHApoM Becrta (iHpaHTHIBHI cmasmn),
cuaapom JlenHokca-I'acto (omHa 3 ¢dopMm MiokiO-
HigHO-acTeTHYHOI opmm eminemcii), ame dwacrime
I[e HeJOPO3BUHYTI cHa3Mu, COMAaTOpHI Hamamu, Ki-
HIYHI HamaJaud BTOPHMHHOTO Xapaktepy. Eminentuuni
napokcu3mu npu T3 Hepiako pe3ncTeHTHi 10 Hpo-
THCYIOMHOI Teparii, MOXYTb HPUBOJAMTH O PO3BH-
TKY MOpYyIIeHb iHTeNeKTy Ta noBexinku. P. Curatolo,
1994 6yno Bu3HaUeHO, MmO cepern GakTopiB, AeTEPMi-
HYIOYUX PE3UCTEHTHICTh 0 MPOTHCYAOMHOI Teparii,
HaWOinbIIe 3HAYEHHS MalOTh: 1e010T y Bili 10 1 poky,
HasBHICTh ACKUIHKOX THIIB HalajaiB, BUCOKA YacTOTA
HamajaiB, 3MiHa XapakTepy HamajaiB 3 mepedirom 3a-
XBOPIOBAHHS.

PosymoBa BiacTtamicts mpu T3 cmocrepiraerscs B
48% BUMAAKIB 1 Bapito€ BiJl MTOMiIpHOTO J0 TIHOOKOTO
CTYyIEHS.

Haii0inpil TUNOBHMH ypPaXEHHSIMHU TOJOBHOTO
Mo3Ky npu T3 e kopkoBi TyOepu, cybeneHaimMaibHi
By3dH 1 aHomamii 0inmoi pedyoBHHH MO3Ky. Kopkosi
TyOepu pO3pI3HAIOTHCS 3a CBOIMH po3MipaMu (Bif
JNEeKITbKOX MIiTIMETpPiB O NEKITbKOX CAHTHMETPIB),
JoKalizalieo, KoHcHcTeHUielo Ta ¢opmoro. Kanb-
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nudikamis TyOepiB BindyBaeThcs B 54% BHUMAAKIB i
301bIIyeThCcsl 3 BikoM xBopux. CyOemneHauMmasbHI
BY3JIM 3yCTPiuarOThCs B 95% BUMAAKIB i BUSBISIOTh-
cs K mpu KoMmi'torepHoMy Tomorpadiuaux (KT), rak
i mpu MPT-gocnimkerHsax mo3ky. CybeneHauManbHi
BY3JM B OINBINOCTI BUMAJIKiB MHOXHWHHI, MPHUIETIi
OJIMH JI0 OJHOTO, JIOKATi3yIOThCA, K MPaBUIO, B 0id-
HUX CTIHKax HUIYHOYKIB, pinme — B ctinkax 111 IV
HIJIYHOUYKiB MO3KY. [1o Mipi pocTy AMUTHHU B cyOerneH-
JUMalIbHUX By3J1aX BiJ0yBa€ThCs MOCTYMOBE BiJKIIa-
neHHs kanplliro. CyOemeHOuManbHI BY3JIH HEPigKO
TpaHC)OPMYIOTHCS B TIraHTOKJIITHHHY acCTPOIUTOMY
(y 10-15% xBopux). Lli yrBOpeHHs MaHi(ecCTyOTh
3a3BUYai Mik 51 10 pokamu KUTTs, SIK IPABUIO, Ma-
I0Th TEHICHI[II0 JO0 POCTY 1 3aBXKIU JIOKAIi3YIOThCS
y MIKIITYHOYKOBOMY OTBOpi. YpakeHHs 0inoi peyo-
BUHHU TOJIOBHOTO MO3Ky Npu T3 XapaKTepH3yeThCS
MOSBOIO CBOEPIMHUX OCTPIBIIIB, MO CKIAMAIOTHCS 3
TPy TeTePOTOMIYHMUX KIACTEPHHUX KIITHH 1 po3Ta-
HIOBYIOTHCS Y3J0BX JiHIHN, 110 3'€JHYIOTh €NEHAUMY
CTIHOK IITYyHOYKIB 1 TyOepu. ¥ 10% xBopux npu T3
OTHCaHI ypaKeHHs MO30YKa.

[Tatonoris BHYTpIIIHIX OpraHiB: J0OpPOsAKicHI
MyXJWHA CepHs i JereHiB, aHTiOMIiONIMOMHU 1 KiCTH
HUPOK, TTOJINH KHIIETHUKA;

PaGgomiomMu cepus HEpiJKO CIHyXKaTh MEPIIOID
KJIiHIYHOIO o3Hakoto TC mopsia 3 TMIONITMEHTHUMHU
masiMamu. Pabgomiomu 3ycrtpivarorhes B 30-60 %
BHUIIAJKIB Ta BUABIAIOTHCSA dYacTilmie B 0Ci0 4YOJIOBI-
yoi crtari (cmiBBigHOMmEeHHs 2:1). HalOinpm BHCOKA
gacTtoTa pabnomiom cepus npu T3 cmoctepiraeTscs y
HOBOHAPOJIKCHUX (y 21 3 23 pmirteit) i niTeit rpyaHoro
BiKy (y 11 3 33 nmireii). [Tlyxnuuu MOXyTh OyTH y BHU-
ISl OTHOTO By3J1a a00 MHOXKMHHUMU. YIBTPa3ByKO-
BE MOCIIKCHHS J103BOJISE BUSBUTH IYXJIUHY CEpLs
e IpeHaTaigbHO, MOYMHA0YH 3 21 THXXHIB recraiii.
VY Bcix BUMaJAKax BHYTPIIMIHBOYTPOOHOT 11aTHOCTHUKHU
NyXJUHHU Y HOBOHAPO/)KEHOTO TIOBUHEH OYTH BUKIIIO-
yeHuil TC, HaBiTh IPH BIJICYTHOCTI CiMEHHOTO aHaM-
Hesy. 3asBuyail i MyXJIMHYU HE MOPYIIYKTh FeMOJIH-
HaMiKy Ta HE MaOTh BHPAKEHOTO IHTpaMypajbHOTO
3pocTaHHA. BigoMmi Bunaaku giarHoCTHKH padgomio-
MH IpH 00CTEKEHHI HOBOHAPO/)KCHUX 3 IPUBOAY TIa-
pokcuzmaibHOi Taxikapnii. [Ipu Benukux myxiuHax
MOJKE CIIOCTepirarucsi BHYTPIIIHbOYTPOOHa CMEpTh
maosa abo AITH HApOJKYIOTHCS TEPEeIYacHO 3 HU3b-
KOIO OIIIHKOIO 3a INKajJol0 Amrap, MaloTh HMOIIHpEHI
HaOpsku 1 BUpakeHHH miaHo3. [lomidueHo, mo pab-
JOMIOMH CepIis, SIK TMPaBHIO, MIBUIKO 301IBITYIOTHCS
mijg 9ac APyroi MOJOBUHU BariTHOCTI, B OCHOBHOMY
JOCATal0Th MaKCHUMaJbHUX BEJIUYHH JO MOMEHTY
HapOJUKEHHs, a TOTIM TOCTYIIOBO 3MEHIIYIOTHCS B
po3Mipax, a OUIBIIICTh 3 HAX 3HUKAKOTH OE3CIiTHO.
CrmonTaHHa perpecis pabgomMioM, K y po3Mipi, Tak i
B YHCIJi, CocTepiranacs y AiTed momonme 6 pokiB.
[Ticust 6 pokiB NyXJIMHK 3a3BUYAll HE 3HUKAIOTh, MIPO-
T€ MOKYTh 3MEHIIYBATHCS B po3mipi. [Ipu BuBYEHHI
Kapmonorlqﬂnx nopymenb npu T3 xyxke dacto Bu-
SIBJISIIOTHCS Pi3HI MOPYIICHHS PUTMY 1 HpOBl,I[HOCTl
cepus, AKi MOXYTh NPU3BOJUTH A0 PANTOBOI CMEPTI.
VY mepioai HOBOHAPOKEHOCTI PabIOMiOMH CyIpoO-
BOJKYIOTHCS MOPYUICHHSIMH PUTMY cepisg y 13 3 33
nireit (cungpomom Bonbda-Ilapkincona—VYaiita i
MmapokcH3MalibHOI Taxikapaier). Y aiTeld crapuioro
Biky 3 TC piako MOXyTh CHOCTEpIraTHCs CKOPOMHU-
Hyma Oiokana niBoi HDKKH mydka [ica, mceBpoimie-
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Mi9HI 3MiHH Ha €JeKTPOKapIiorpami.

VYpaxeHHs1 opraHiB JuxaHHs 3ycTpiyaetscs y 1%
xBopux Ha TC (wyacrime xiHku). JlereHi BTAryOThCS
B martoJsioriyHuii mpouec micast 30 pokiB. Hait6inpm
THIIOBHM ypaX€HHSIM JIeTeHb € KicTu. [lepuri kiaiHig-
Hi CHMIITOMH — II€ AMXaJTbHa HEIOCTATHICTh Ta pe-
LUIMBYIOYHH THEBMOTOPAKC.

Haii0inpm TumoBor marojoriero Hupok mpu TC
€ aHriomMiosinomu i1 KicTH, siki Hallyacrime OyBarTh
MHOXXHHHHUMU 1 IBOCTOPOHHIMH; OJIHAK 3yCTPIYaIOTh-
¢ 1 TOOAWHOKI KiCTH 1 aHTIOMIOJIIOMH 3 JIOKaji3a-
Li€0 TIMBKH B OAHIN HUpHi. ONKHCaH] TaKOX CYIUHHI
aucrnasii 1 BaaWw HUPKOBOI TKAHWHHU, TyOymoiHTEp-
cTunianbHuil Hedput, MeMOpaHonpodipepaTuBHUN
riomMepynoHeppuT i HedppokanbuuHO3. K mpasuIio,
ypakeHHs HUPOK MaHidecTye y 2-3-if mekanax KuT-
TS, OJHAK KJIiHIYHI CHMIITOMH MOXYTH MPOSBISATUCST
i B OinpII paHHI TepMiHU. Bik BUSABIEHHS KiCT pi3-
HUH: 9acTime BOHM AiarHOCTYIOThCS mi3Hime 10 po-
KiB, IPOTE B Psijil BUIAJKIB MOJIKICTO3 BUSBISETHCS
y IiTed paHHBOTO BiKY, 1 HABITH NpU Y 3-10CIiKEHH]
nnona. IlepminMu KIiHIYHUMH CUMIITOMaMH KiCTO3y
HHUPOK MOXYTH OyTH 0ib y OIIepeKxy abo rematypis.
BuHATKOM € paHO BHSBICHA IMOJiKiCTO3HA XBOpoOa,
AKa MOXe Ae0I0TyBaTH apTepialbHOIO TilEepTEeH3IE0,
3YMOBJICHOIO aKTHBAIli€l0 pPEHIH-aHT10TeH3UH-aJIb-
JIOCTEPOHOBOT CUCTEMHU.

3MiHM B OpraHax HIUIYHKOBO-KHIIKOBOTO TPaKkTy
npu TC Binpi3HAIOTHCA PI3HOMAHITHICTIO, 3ycTpiva-
IOTHCSI BITHOCHO YacTO i MPOSBIAIOTHCS MATOJOTIEI0
POTOBOI MOPOXKHUHHY, MEUIHKH 1 MpsIMOi KumKu. Haii-
O11bLI TUIIOBI MOPYIICHHS, 110 BUSBJISIOTHCS MPH J0-
CIIJ)KEHHI POTOBOT IOPOXKHMHH: BY3JIOBI IYXJHUHH,
¢idbpomu abo maninomu. BoHu nokanizyoTscs, roio-
BHUM YHMHOM, II0 NEpEeIHbBOMY Kpaio SICEH, IMepeBax-
HO Ha BEPXHIH meremi, ajle TaKOX 3yCTpidaroThCs
Ha Ty0ax, ciu30Bi 00ONOHI HIiK, CITUHII A3UKY Ta
nigaeOinHi. Jedexktu emani 3y0iB clOCTEpiraroThes
npakTHuHO y Bcix xBopux 3 TC. OnHuM 3 HaiOIbII
THMOBUX NOPYHICHb € AepeKT eMaii 3y0iB y BHIII-
Ii 3armuOlIeHb, 9YUClIo sAKUX Bapitoe Big 1 mo 11 Ha
koxxHOMY 3y0i. [Ipm TC B mediHmi 3'ABASIOTHCS TMO-
ONMHOKI i MHOXKMHHI TaMapTOMHU 1 aHTHOMIiOJNiNIOMH,
aKi crioctepiratorbest y 10% xBopux. 3MiHM B KHIIEY-
HUuKy npu TC nposBISIOTHCS TOJIOBHUM YHHOM DPEK-
TaJIBHUMH TOJIiNaMu, gKi 3ycTpidatorecs y 50-78%
BUMAJKiB. PekTanpHi MONIMM, K MPaBUIO, BUABII-
0Thcs y xBopux crtapme 20 poxiB. KniHidHO BOHH
0€3CHMNITOMHI 1 TWIIE B OKPEMHUX BUMAJIKaX MOXKJIHBI
6oui mpu gedexarii.

VYpaxxkeHHs1 o4ell IPOSIBISAETHCS MOABOK ramapToM
CITKIBKHM Ta 30POBOTO HEpPBA, SKi BUSABISIOTHCS TPH-
6anzHo y 50% xBopux. Y TOJOBHHHM XBOPHUX BOHH
MHOXHHHI. KIIiHi9HI TposSBH ramapToM crocTepira-
I0ThCS BKpal pinko. OCHOBHUM CHMIITOMOM € TpO-
rpecyroude 3HHKEHHS 30py.

Roach E. S., DiMario F. J. et al., 1999 Oynu
po3pobiieHi aiarHOCTHYHI KpuTepii 3aXBOPIOBAHHS
(Tabm.1):

BescymHiBHHI niarHO3 TyOEpO3HOTO CKIEPO3Y:
onHa abo /MBI MEPBUHHUX O3HAKW + JBi BTOPUHHUX
O3HAaKHU.

MoauBUH AiarHO3: OJHA MEpPBUHHA O3HaKa +
0JlHa BTOPHHHA O3HAaKa.

[lepenbauyBanuii mgiarHo3: abo omgHa TEpBUHHA
03HaKa, abo nBi (Ta OLTbIIE) BTOPHHHUX O3HAKH.
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Ta6nuusa 1

[iarHocTuUYHiI KpuTepii TY6epo3HoOro cknepo3sy

MepBUHHI 0O3HaKK

BTOpWHHI 03HaKu

AHriodibpomun ob6nnyys abo ibposHi Gnawkn Ha nobi

YncneHHi nornnbneHHs B emani 3y6is

HeTpaBMaTu4Hi HaBKOMOHIrTboBi hiGpomu

famapToMaTO3Hi pekTanbHi noninu**

lnonirmeHToBaHi NnamMu (6inblwe TpbOX)

KicTkoBi KicTu***

[insaHka "warpeHeBoi Wkipn"

MirpauiviHi TpakTu B 6inili pe4oBUHI FONOBHOIO MO3KY

MHOXWHHI raMapTOMK™® CiTKiBKM

Pibpomu siceH

KopkoBi Ty6epu

[[aMapTOMK BHYTPILIHIX OpraHis

CybeneHavmanbHi By3nu

AxpomaTunyHa ginsHka cityactoi 060M0HKM OKa

liraHTOKNITUHHa acTpounToMa

linonirmeHTHi NnaAMK "KOHETTI" Ha LWKipi

Pabgomiomun cepus MHOXMHHI ab0 NOOAWHOKI

JlimpaHriomiomaTtos nereHis

MHOXWHHI aHriomMioninoMn HUPOK

MHOXWHHI KicTU HUPOK™

* [amapmoma - nyxsauHa, wo cknadaembscs 3 eMOpioHaIbHUX HE3PITUX MKaHUH.

**[lompebye eicmonoeiyHo20 NidmeepdXeHHs.
***[locmamHbO PeHM2eHO102i4H020 Mi0meepdKeHHs.

IIpu TC mixyBaHHS HOCHUTH MEPEBAXHO CHMIITOMA-
THuHu xapaktep. [1in0ip aHTUKOHBYJIBCAHTIB MPOBO-
JUTHCS 3 YpaxyBaHHSIM XapakTepy CyAOMHHUX HaraliB.
SIx mpaBumIIO, XBOpI, Yepe3 Pe3UCTEHTHOCTI HamaliB 10
Mpu3HadeHoi Tepamii, 3MyIIeHI MpUAMaTn JBa MPOTH-
CyZOMHUX TipenapariB. JIikyBaHHS iH)aHTUIBHUX CITa3-
MiB KOPTHKOTPOHUMH nipenapatamu npu TC goxa3zaHo
MPU3BOIUTH 10 3HAUHOTO 3pOCTaHHS pabaoMioM cepIis.
[Tpu BigcyTHOCTI cyTTEBOTO eeKTy BiJ KOMOIHOBaHOT
npotucyaoMHoi teparii, xBopum Ha TC pekomeH0Ba-
HI HOBI THIIM Ipernaparis (TonmMpamar, JeBeTHpaleTam
tomo). OnHie0 3 HAaHCKIATHIIINX MPOOIEM MPH JIKY-
BaHHI xBopux 3 TC crae Kopekmis po3yMoBOi BifcTa-
J0CTi. Y 3B'A3KYy 3 HasBHICTIO CYJIOMHHX MapOKCU3MiB
3aCTOCYBAaHHS HOOTPOIHMX NpernapaTiB i CTUMYITIOI0Y0T
Tepamnii y 0ararbox BHIaJKax HpOTHIIOKa3aHe. Tomy
0a30BHil aKIEHT IpU PoOOTi 3 MalieHTaMH POOUTH-
Cs Ha HEHPOICHXOJOTiuHy pealbimiTamito. Xipypriuae
JiKyBaHHS pabIoMiOoMHU MOKa3aHe, AKIIO IMyXJIWHA BU-
KJIIMKa€ OOCTPYKIIIO MIUHY KPOBi 200 3yMOBIIIOE BaXKKi
NOpYLICHHS PUTMY cepus. [Ipu HasBHOCTI paHHBOTO
nebroty monikicto3Hoi xBopoou Hupok npu TC HeoO-
XiJTHO CBO€YacCHE MPOBEJCHHS J0O0OBOTO MOHITOPYBaH-
HSA apTepiajbHOTO THUCKY, BU3HAYCHHS PIBHA PEHIHY i
AHTIOTEH3UHY IJIa3MHM JUIS IIPU3HAYCHHS NATOTeHEeTHY-
HOTO JiKyBaHHs TinepToHii iHridiTopamu AIID, 103B0-
asie Bignanutu GopmyBanus XHH.

Kniniunuu eunaoox.

Hurtuna (miBumneka) 1 mic. 7 mHiB. batpku 3Bep-
HYNHCA 31 CKapraMd Ha HasABHICTb IIKIPHOTO BHCH-
Ny 3 HapOJXKEHHS 1 MOCMUKYBAaHHS PYUYOK IPOTSATOM
OCTaHHIX IBOX-TPHOX JHIB. 3 aHaMHE3y: AUTHHA BiJ
1-i BariTHOCTi, Wm0 TpoOTikKaja i3 3arpo3o0rw Imepe-
puBaHHs B 1-2 TpumecTpi (BariTHa mijysrana cTa-
mioHApHOMY IiKyBaHHI). B 32 THXHI BariTHOCTI,
MpH TpoBeAeHHI ¥Y3-mocmikeHHd mioxa, Oyma mia-
THOCTOBaHa pabaomioma JiBoro mayHouka. [lomoru
B 39 TWXHIB, NIPUPOAHI 3 €MiAypajbHOK aHEeCTe3i-
€r0. Maca tina npu HapomxkeHHi 3300 r. OmiHka 3a
mkanor Anrap 8/8 6aniB. 3 HapOMKCHHS TUTHHA Ha
rPYZIHOMY BHTO/IOBYBaHHI.

He BakunHOBaHa (BiAcyTHI BakunHM). Bunucana 3 mo-
JIOTOBOTO CTaIlioHapy Ha 4-Ty 100y B 3aI0BITBHOMY CTaHi.

Puc.1. MHOXUWHHi pa6gomioMu niBoro wyHo4Ka

Ha apyromy ThxHi *)uTTA oOcTexeHa B Hayko-
BO-IPAKTUYHOMY MEIMYHOMY LEHTpi AMTAYOT Kap-
niomorii Ta kapaioxipyprii M3 VYkpainu 3 mpusoxy
pabnomiomu: Exo-KI' (main.l), EKI, xoncynbranis
kapaionora. BucHoBok: MHOXHHHI pabmoMioMu B
o0nacTi 3alHHOT CTIHKHU JIBOTO NUTYHOUYKa. OQUHNY-
HI cynpaBeHTpUKYIIpHI ekcTpacuctonu (1%). Peko-
MEHIOBAHO CIIOCTEPEKEHHS B JUHAMIIII.

CiMmeliHnii aHaMHe3 OOTsOKEHWH o JiHiT MaTepi:
3 MiIiTKOBOTO BiKY (3 14 poKiB) y mMarepi npoBojau-
au 6aratopa3oBe BHAaJICHHS HOBOYTBOPEHD SI€YHUKIB
(kictu, Teparomn) i MoJIO4YHHUX 3a703. 1o niHil 6aThb-
ka — 6e3 ocodmuBOCTEH.

OO0'eKTHBHO: AIBYMHKA MPABUIBHOI CTAaTypH, HOP-
MaJIbHOTO BUTOOBYBaHHs. Ha ornsin pearye cnokiifHo.
IkipHi nokpuBu cyOikTepuuni 1-ro crymnens 3a Kpa-
MepoM. Y AUISHII JTIBOTO HMPOMEHEBO-3aIl'SICTKOBOTO
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cyrioba, HWKHbOI TPETHUHHU IMpPaBOi TOMIJIKH, Ha Ii-
BOMY IIJIe4l TOU[O BHUSBISIOTHCS MOOAUHOKI (Pidpo3-

a

0

Hi mKipHi yrBopenHs no 0,5 cMm B miamerpi (IJI0CKi,
0EKeBOT0 KOJIbOPY, 3 IIOPCTKOIO MOBEPXHEN) (puUC.2).

-

B Tr

Puc.2. ®i6po3Hi WKipHi yTBOpeHHSsA: npaBa rominka (a), rinoractpanbHa AinsHka (06),
npaBa naxea (B), 1106 (r)

Kpim Toro, Ha mkipi o0guuus, COUHH, CiIHHIb,
MepeHbOi YePEBHOI CTIHKU CIIOCTEPITralThCS MHO-
KUHHI, aCHMETPUYHO PO3KUIAHI IIiITbHI MaKyJIu Ma-
TOBO-0i10TO KONMBOPY, po3mipom 0,1-0,6 cMm., TOCHTH
JIETKO 3HIMAIOTHCS, ITICI YO0 3aJIMUIIAETHCS T1IOIIIr-
MeHTOBaHUi ciaif (puc.3).

Puc.3. FinonirmeHToBaHi nnamm

Jimgposysnu ne 36invuieni.
Cnu3oBa poTOBOi MOpOXXHUHM 4yucTa. Hax nere-
HSIMU JWXaHHS TyCpUIbHE, XPHUIIIB HEMa€, 4acToTa

a o
Puc.4. MHOXUHHiI cy6eneHaiManbHi Ta cy6KopTMKanbHiI BOrHULWa NigBULLEHOI WiNbHOCTI
3 pi3HUM cTyneHeM KanbLUHYBaHHSA.
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nuxaHHs 36 3a xBuiIuMHY. TOHM cepus Ty4Hi, PUTM
npasunpauit, YCC 132 ya/xB. XKupit gemo 3nyTui,
M'skuii, 6e300icCHUMN, TediHka He 30imbmena. [lanb-
myeTbest moitoc cene3inku. CrarteBi opraHu cgop-
MOBaHi 3a XiHOYMM THUNOM. HeBpoxoriunuii craryc:
JUTHHA B CBIJIOMOCTI, MO (iKCye KOPOTKOUACHO.
M's130BHii TiIEPTOHYC B IMCTAJIbHUX Bijajinax, ped-
nekcu kBaBi. [losuTuBHMH peduiexc babinchkoro 3
06ox ctopiH. Benuke Tim’suko 1,5 ma 1,5 cM, B pi-
BEHb 3 KiCTKaMHU d4eperna, He Mmyiabcye. MeHiHreanb-
HHUX 3HAKiB HeMmae. BumopoxxHeHHs mo 6-8 pasiB Ha
100y, )OBTa KamuIisd 0e3 MaToJoriuHuX JOMIIIOK.

[Ipu amOynaTopHOMY OISl BiJj3HAYAETHCS Cepis
MIOKJIOHIYHUX CYZOM — KOPOTKOYACHI MOCMHUKYBaH-
HsI M's131B KiHI[IBOK, 00JMHYYs, TOBOPOT TOJIOBHU Y OiK,
6e3 BTparu cBigomocti. [IpoTarom ronuHu OIM3BKO 5
HamaJiB TPUBATICTIO OMM3bKO XBUINHH. 31 CIIiB MaTe-
pi, TPUBAIICTH 1 CHJIa CyJJOM MPOTITOM OCTaHHIX Ji0
pi3ko 3pocina. JluTuHa TEpMiHOBO Oysa rocrmiTanizo-
BaHa B HEBPOJIOTIYHE BIiJJIJIEHHS, € J10JaTKOBO 00-
crexeHa. [Ipu ananizi KT- romoBrOTO MO3KY (puc.4):
B TOJOBHOMY MO3KY BH3HAa4alThCSI MHOXHHHI cy0Oe-
MeHAIMaIbHI Ta CyOKOPTHKAJIbHI BOTHHUINA ITiBUIIIE-
HOI H[IIHOCTI 3 PI3HUM CTYNEHEM KaJlbIMHYBaHHS
(6nu3bko 12 BOrHwminm), po3mipom g0 7 MM. Y JiBii
7000Bi 4YacTHHI BH3HA4YA€ThCS CYOKOpPTHKaJbHA
c1abko TimepJeHCHBHA JUISHKa 3 HEpPIBHUMHU He-
YiTKUMH KOHTYpaMH. Y TBOPEHHS CEpeaHbOI JNiHIl HE
smimeni. Illnynoukn 3BmuaiiHOi KoH(irypamii, He
posmupeni. CennsipHa ainsiHka He 3MiHeHa. CyOTeH-
TOpiaiibHI CTPYKTYypH 0e3 ocobnuBocTeld. KicTkoBO-
JECTPYKTHBHI 3MiHM HE BU3HAYaIOTHhCs. BHCHOBOK:
KT-o3Haku Tybepo3HOro ckiieposa.
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Bunaoxu 3 npaxmuxu

EET' mu3pkoaMIUTiTYyZHA 3a paxyHOK IOBIJbHO-
XBHJIbOBOT akTUBHOCTI. [lapokcu3mManbHa aKTHBHICTD
y BHUIISII BUCOKOAMILIITYAHMX TeTa-AeibTa 1 Tera-
XBHIb. Allb(a PUTM NPEACTABICHUH MOOTUHOKHUMHU
IpyNKaMu XBHWJIb. THIIOBUX KOMIUIEKCIB €MiaKTHB-
HocTi He BusBiIeHO. EXO-EI': O3Haku BHYTpImIHBOI
rigpouedainii 1-ro crymens. EKI': CunycoBa apurt-
Mmist. [TooauHOKI CympaBEeHTPUKYISIPHI EKCTpacuc-
tonu. brnokana nmepudepuyHuX po3rajyXeHb Iyuka
lica. IlopymenHs ¢a3u pemnonspusamnii MIyHOUYKIB.
V3-m0ocnijpkeHHsT OpraHiB 4YepeBHOI MOPOXKHUHU:
MHOXXHHHI KHCTH 000X HHPOK Ta MHOXHHHI KHCTH
A€YHUKIB. Pe3yiapTaTH 3aradpHOTO aHai3y KpOBI,
3arajbHOTO aHalli3y cedi, IITI0KO3H KPOBI — B Mexax
BIKOBOT HOPMHU.

Crnupatounch Ha CIMEHHUN aHaMHE3: BEJINKa KiJb-
KICTh HOBOYTBOPEHb S€YHHKIB Ta MOJOYHHX 3aJI03,
TpuBae O0e3IMIiai Ta HASIBHICTD MiaTHOCTUYHUX KPHU-
TepiiB y AUTHUHU: I ATHh NMEPBUHHUX 03HAK ((piOpo3Hi
ONsIIKK Ha J1001, TiMOMIrMEHTOBAHI IUISIMH, KOPKOBI
TyOepHu, cyOeneH IuMabHI B3, paOoMiOMH cepils)
W ogHa BTOPMHHA O3Haka (MHOXXMHHI KiCTH HHPOK)
CTAaBHUTHCS A1arHO3 TYOEPO3HOIO CKIEPO3Yy.

Ha TenmepimHiii yac TUTHHA 3HAXOAUTHCSA Ha eTaIli
migbopy mportucymomHoi Tepamii (cupom JlemakwH).
Hiarno3 Bigainenus Hespodorii: TC, cumnroMarnyHa
eninencis, cuaapoMm Becra. MHOXUHHI padnomioMu

JNlitTepaTtypa

B JIiBOTO IIJTYyHOYKA, ITOOAMHOKI CYNpPaBeHTPUKYISIPHI
€KCTPACUCTONU. MHOXHHHI KUCTH HUPOK Ta SIEYHUKIB.
OTxe, HE3BaXalOUM Ha HU3bKY YacTOTY MOIIUpe-
nocti TC, nmus mikapiB Ta 0aTbKiB MpOOJIEMOIO CTae
MOJabIIe CIOCTEPEKEHHS Ta CTBOPCHHS YMOB JUIS
i IBUINEHHS SKOCTi XUTTS Takoi TUTHHHU, OO JIKyBaH-
HSl HOCUTb MEPEBAKHO CHUMITOMATHYHUI XapakTep Ta
BKJIIOYA€ TPUBAJIMI mepioJ mizdopy HPOTHCYIOMHHUX
npernapari, a HarisjJ 3a JUTHHOIO Ma€ BpPaxoBYBaTH
BU3HAYCHHs PIiBHSA (YHKIIOHYBaHHS NPAaKTHYHO BCIX
OpraHiB Ta CHCTEM: MOHITOPYBaHHS apTepiallbHOTO
THCKY Ta CEPIIEBOTO PUTMY, TOCTIHE KIIIHI9HE CIIOCTE-
PEXKECHHS 3 MPHUIIUTHFHOIO HACTOPOKEHICTIO HA BUSABICH-
HSl KJIIHIYHHX, IHCTpYMEHTaJIbHUX a00 J1abopaTropHUX
03HaK CepIeBOi, NUXalbHOI a00 HUPKOBOI HEJOCTAT-
HOCTI, CTaHy IUIYHKOBO-KHIIKOBOTO TpPakTy, OpTaHiB
30py Tomo. Bing mexmiarpa BHMaraeTrbcs CTBOPECHHS
MYJIbTUIUCIUIIIIIHAPHOT JIIKAPChKOI KOMaHAM IS 3a-
Oe3medeHHS KBaJMi(iKOBAHOTO CIIOCTEPEKEHHS TUTH-
HH, y sikoi miarHoctoBaHo TC Ta MpPOBEICHHS pPETElb-
HOT KOHCYJBTaTUBHOI poOOTH 3 OaThbKaMH LIOAO IIAHY
CTUMYJIIOIOUOTO JIOTJISIAY 32 TUTHHOIO, BMIHHS BUSIBIIS-
TH 3arpO3JUBI IS JKUTTS CHMIITOMH, CTPOKIB JiKap-
CBKOTO CIIOCTEPEKEHHS Ta CBOEYACHOI COMaTHYHOI a0
Helponcuxonoriunoi peabimitamnii. Tinbku Taka TakTH-
Ka MOXK€ 3HAYHO MOJIMIIUTH MPOTHO3 3aXBOPIOBAHHS
BIJIHOCHO TPUBAJOCTI Ta SKOCTI JKUTTS MaJIOKa.
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MAHU®ECTAINUA TYBEPO3HOI'O
CKJIEPO3A (BOJIE3HU BYPHEBUJUIA-ITPUHITJIA)
Y HOBOPOXJIEHHOT O

H.H. Kazuyxasn ', H.B. /{[ynaenxo ?

TocynapcrBenHoe yupe:xkaeHue «/lHenponerpoBckas
MeauuuHcKasa akagemuss M3 Ykpauupi» !,
KommyHasibHoe yupexaeHue «/{HenponeTpoBckuii
CreuMaJu3MPOBAHHBINH KIMHHYECKUH MeIUIUHCKU I
HeHTp MaTepu 1 pedenka um.npog. M.d. Pynnesa JJOP» >
(r. Anenp, Ykpauna)

Pe3ome. TyGeposusiii ckiepo3 - peakoe 3a00-
JeBaHUE C MOJHOW MaHH(ecTanueld BceX KIMHUYEC-
KHX NPHU3HAKOB Yalle Ha BTOPOM JECATKE JIET JKU3HH,
a Oonee paHHHE NPOSBICHHS OOJE3HUH OMPEICISIOT
Kak Ooyiee TsDKEJNIOE ee TeYeHHe, TaK M IUIOXOH Mpo-
rHo3. B craThe mpencTaBieH ciiydail cOOCTBEHHOTO
KJIMHUYECKOTO HAONIOACHHUS U AUAarHOCTHKH OOJIC3HH
bypreBuuist-IIpuHria, kKoTopbie 6a3UpoBaNKCh Ha Ce-
MeifHOM aHaMHe3€, aHTCHATaJbHO BBISBICHHBIX W3-
MEHEHHSIX ¥ KIMHUYCCKUX MPOSBICHUIX Y HOBOPOXK-
JICHHOTO peOeHKa.

KnwuyeBble cJjoBa: TyOepo3Hsblii
HOBOPOXJICHHBIN, peOCHOK, THarHOCTHKA.

CKJICPO3,

THE MANIFESTATION OF TUBEROUS
SCLEROSIS (DISEASE BOURNEVILLE-
PRINGLE) IN NEWBORN CHILD

N.M. Kazytska', N.V. Duplenko?

State establishment «Dnipropetrovsk medical
Academy» Health Minisrty of Ukraine» ',
Municipal agency «Dnipropetrovsk specialized
clinical medical center of mother and child.
named of prof M.F. Rudnev DOR»?
(Dnipro, Ukraine)

Summary. Tuberous sclerosis rare disease
manifestation of clinical signs often complete in the
second ten of life, and the earlier manifestations of the
disease and determine the severity of the disease and
poor prognosis. The article presents a case of its own
clinical observation of disease diagnosis Burnevillya-
Pringle based on family history, antenatal changes
and clinical manifestations in the newborn baby.

Keywords: tuberose sclerosis, newborn, child,
diagnosis.
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