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ENIJIEMIOJIOT'TA TA CTPYKTYPA ®PAKOMATO3IB
Y JITEA YEPHIBEIIBKOI OBJIACTI

Kageapa nexiarpii Ta MeinaHOi reHeTUKH (3aB. — 1pod. T.B.Copokman)
ByKoBHHCBHKOTO [IepKaBHOTO MEINTHOTO YHiBepcUTeTy, M. UepHiBIi

Pe3srome. BUBUEHO TIOIMPEHICTH Ta CTPYKTYpY (akoMa-
TO3IB Y JAUTSHIHN OIS, 3alipOIIOHOBAHO alTOPHUTM Jiiar-
HOCTHUKY HAHOLTBII IIOIMPEHIX HEMPOEKTOIepMAIbHIIX JIC-

U131,
KuouoBi ciioBa: (paxkomaTos3u (HEMpOEKToIepMaltbHi
JICIDTA3I), JTITH.

Beryn. OcobmiBa akTy abHICTB iHTETpamii TeHeTH-
KH, AEPMAToIOTii Ta HEBPOIIOTii 3yMOBJICHA ICHYBAHHAM
Y HOMYJIALIAX XBOPHX 13 MOEIHAHHIM CIAIKOBHX JIEpMa-
TO-HEBPOJIOTIYHUX 3aXBOPIOBaHb. PakomMarosu (HEHpo-
€KTOACPMAITBHI JUCILIA3ii) — Tpyma CHaJKOBHX XBOPOO
13 CEPETHBOI0 YACTOTOIO B MOMYJLAII{, CYIIPOBOIKYOTh-
Cs1 KIIIHIYHAM noiMopdi3zMoM (00 €HYFOTh CHMITTOMH
YPaKCHHS IIKipH, HEPBOBOI CHCTEMHU Ta BHYTPIIIHIX
OpTaHiB) Ta YAaCTO MOETHYIOTHCA 3 MyXJIHMHAMHM Pi3HOI
moxamizamii [1].

TouHi CTaTHCTHYHI JaHI MI0A0 MOMHUPEHOCTI (pako-
Maro3iB BiACyTHI Ta/a00 CymepeyaTh OHI OTHIM, IO 3y -
MOBJICHO Pi3HIMH TIATHOCTHYIHIMH i IX0JAMH, CTATCBU-
MU BiIMIHHOCTSIMH PO3NOBCIODKEHOCTI OKPEMHX O3HAK,
a TaKOXK MOTIMOP(i3MOM KITIHIYHHX MPOSABIB JAHOI TPY-
ITH 3aXBOPIOBaHb. HETOCTAaTHICTh Y MPAKTHYHUX TiKApiB
iH(opMALi MO0 IMX 3aXBOPIOBAH IPU3BOUT JI0 TOTO,
IO XBOP1 CHOCTEPITarOThCA B Pi3HUX (PaxiBLiB, a 10 Ji-
Kaps-TEHETHKA 3BEPTAOTHCS Mi3HO. Lle 3yMOoBIOE HEOO-
XiTHICTP VIOCKOHAICHHA METOIIB PAHHBOI JiaTHOCTHKI,
(hopMyBaHHS TPYI PU3UKY I IPOBEACHHSA MEPBHHHOL
MPO(ITAKTHKY Ta CKJIATAHHA TCHCTHYIHOTO MPOTHO3Y.

Bapro 3a3naunry, o BiAmoBigHO 10 Hakazy MO3
VYkpaiam Ne641 xBopi 3 Takumu (pakomaroszamu, SK
Heifpoidpomaros, TyOepo3HHit CKIIepo3, XBopoda Pau-
mo-Ocnepa, [Ninmnenga-Jlinnay, cuaapom LItypre-Bebe-
pa, curapom Jlyi-bapa, remanrioMaros po3cisHui, HEll-
POLIKIpHHI METAHO3, CHHAPOM HETPHMAHHS IITMEHTY,
CHHIPOM MHOKHHHHX JICHTUTO, 3HAXOATHCS HA JHCIA-
HCEpHOMY OOJIKYy B JiKaps-TeHETHKA [2]. ¥V 3B s3ky 3
peanizamniero Mib>kHApoaHOT porpamu «[ €HOM JIFOIITHID
cTaja AOCTYMHOKO iH(OpMAIis mMpo JIOKATI3AIlo TCHIB,
SIKI 3y MOBJIFOFOTH MOHOTEHHI Ta MyIBTH()AKTOPHI 3aXBO-
PrOBaHHS Ta iX TUIHN YCIAIKy BAHHS, IO JO3BOJIIE IIPO-
BOJUTH T'€HEAJOTIYHUN aHATI3 BKA3aHUX CHHIPOMIB i
3MIWCHIOBATH MEIUKO-TCHETHYHE KOHCYJIBTY BAHHS 3 ME-
TOIO IIPOTHO3Y BAHHS XBOPOO i€l rpynu B pomudis [3].

AKTYaIbHICTB €MiIEMiOIOTIYHIX JOCTIHKCHB 3y -
MOBJICHA 3POCTAHHAM MOMMPEHOCTI (JaKOMaTo3iB cepern
HACEJICHHI, CEPHO3HUM MPOTHO30M Ta MEIUKO-COIaITh-
HUMH TIPOOIeMaMHu, AKi MOKyTh BUHUKHYTH B JiTeH 13
(pakomarozamu, HAHOLTHIT TSHKKAMH 3 SIKHX € Iy XJTHHH,
IO MOXKYTh IPOTPECY BAaTH Ta MamirHizyBarucs. Oxpim
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TOTO, Y [DKESPETIaX JTTEpaTypH OMMHUCAHO TIOETHAHHA (ha-
KOMAro3iB i3 TAKMMH 3aXBOPIOBAHHAMMU, K TPOMOOIH-
Tomarid, Bitwiiro, cuaapomoM Ileitria-Typerna-Erepca,
MHOXHHHUMHE BaJIaMH PO3BHUTKY, IO POOHTH mepedir
3aXBOPIOBAHHS OiBIN TSHKKHUM Ta 1HBAMIIH3Y FOUHM.

Merta gocJti/KeHHsl. BUBYNTH MOIIUPEHICTH Ta
CTPYKTypY (pakomaro3is cepern aiTelt UepHiBenbKoi 00-
JIACTI Ta PO3POOUTH AMTOPUTM TIaTHOCTHKA HANOLTBII
TMOIOMPEHUX (POPM.

Marepias i MeTomm. Y TUTSYHX KOHCYJIBTAILIAX TA
MOJIKIIIHIKAX HA mpeaMeT (PaKoMaTo3iB BHBYCHA METH-
YHA JOKYMEHTALIsA MiTEH IPyAHOTO, JOIIKIIBHOTO Ta
IKiTEHOTO BiKy. [IpoaHamizoBaHi pe3yasraTd 00CTEKEH-
HA JITCH, TOCITATI30BAHNX Y CTAIOHAPHI BiITIICHHA
JIKYBaJIBHO-TIPO(DITAKTHYHIX YCTAHOB M. UCpHIBIIi.

YacToTy ypomKeHOI ATOJIOTii OIli HEOBAJIH 32 TaHH-
MU TaJIy3€BOi CTATHCTHYHOI 3BITHOCTI (aHATI3 IEPBUH-
HuX 1aHuX Qopmu Ne 49-310poB “3BiT MEAUKO-TCHETH-
yHOro HeHTpy”) 3a 1991-2009 pp. Yacrora marosmorii
PO3paxoByBAJIACH AK CIiBBITHOIICHHS 3aPCECTPOBAHUX
MEIUKO-TCHCTHIHOKO CTY>KOO0F0 3a TAHWH BiIpPi30K Yacy
BHIIAJKIB OKpeMux (popM (paxomaro3is Ta umcia miTen
(0-18 pokiB) i Bu3Ha4amace Ha 1000.

JliarHoCTHKAa CHHAPOMIB BKIIFOYAJIA KIIIHIYHE T0C-
JIPKEHHS, QHTPOTIOMETPIF0, TEHEATOTIYHMIT aHAIT3, aHA-
MHE3 XBOPOOH Ta JKUTTA NMAII€HTA, PE3YIBTATH 010XIMi-
YHHX T4 IHCTPYMEHTAIPHUX METOIB (eXOKapmiorpadis,
peHTreHorpadis, yapTpa3By KOBa JiarHOCTHKA, KOMIT FO-
TepHA ToMOrpadist, MarHiTHO-PE30HAHCHA Tepartis, o-
TAJIBMOCKOIIIS), a Y BUIAIKAX CMEPTI XBOPHX - JTaHI
TIATOJIOTO-aHATOMIYHOTO PO3THHY.

Bepuikamis xiarHosy (paxkomarosiB 1pyHTyBajacs
HA IIICTaBl HAIBHOCTI B JiTEH MIHIMAQIBHHUX JIaTHOCTH-
YHHX 03HAK MO0 KOYKHOTO OKPEMOTO BHIY (PaKOMATO3y.

Pesynsrarn mocimimkxeHs 00pOOICHO CTATUCTUYHO 3
BHKOPHCTAHHAM CTaHIAPTHUX METOIHK.

Pesyasrarn g0¢/1ikeHHsI Ta iX 00roBOpeHHsL.
JlaHi TIpo CTPYKTYpPy Ta MOMIHPEHICTH (DAKOMATO3iB Cepen
niteit UepHiBenpKoi 0071acTi peacTasicHi B Tabmumi 1.

UYacrora (axomaro3iB cepen Aiteii 06macTi craHo-
Buth 0,12%0 260 1,3:10.000, 110 CBiTYNTH PO HEAOC-
KOHAJIY JIarHOCTHKY 1 HMiATBEPIKY€ETHCS TOKA3HUKAMHA
MIONIMPEHOCT] OKPEMUX BUIIB (PAaKOMATO3iB Y IUTAIiN
TIOTTYILALI.
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HatiOinpma KiTeKiCTh TiTeH 13 (pakoMaro3ammu 3a-
peectpoBana B I'epraiBcekomy (0,36%o), Kinmancpko-
My (0,21%0) Ta CoxupsachkoMmy (0,22%o) paioHaX.
Cepen giteit I muboupbkoro Ta [Ty THIIECHKOTO palioHiB He
BIIBJICHO >KOTHOTO BHIIAKY. HeBemHKa KiIBKICTh JiTCH
13 HEHPOEKTOACPMATbHIMH JUCIIIA31IMH PEECTPYETHCA
B Cropoxunenpkomy (0,04%o0) Ta BmkHHUIBKOMY
(0,07%o) patioHax.

IMlomo oxpemux pop™m (paxoMaTo3iB, CITiT BKA3ZATH,
mo auQepeHmiiioBani popMu (PakoMaro3iB 3apeecTpo-
BaHi y 83,3% Bumaakis.

Crpykrypa audepeHtiiioBanux (popm (pakoMarosis
BHSBUJIACS HACTYITHOKO: XBopoOa Pextinrxay3era —41,7%,
HCHpOIIKIpHUN METAHO3 Ta TYOCPO3HUI CKJICPO3 — IO
12,5%, xBopoba Panmro-Ocnepa — 8,3% Tta curapom
Kiimena-Tpernone-Bebepa i Jlyi-bapa — mo 0,04%.

He 3apeecTpoBaHO BUIIAIKIB TAKHX AHT10MATO3ZHIX
Ta papuTeTHUX (POpPM, K TeMaHTioMaro3 Iu(y3HHA,
JHCITIA3i4 €KTOAEPMAITbHA I JPOTHYHA, HEBYC CaTbHHX
3a703 NiHiMHAH, cuHapoM Jlemke, cuHapom broxa-Cy-
Tp10Eprepa, CHHAPOM 0a3aTbHO-KIITHHHOTO HEBYCY,
TEMAHTIOMATO03 MICHiHKY, cHHIpoM Maddyi, riarHocTu-
Ka SIKHX MOK/IWBA e y Bimi 10 10 pokis.

Hamu 3anponmoHOBAaHO aJITOPUTM INOJ0 MOKPAIIAH-
Hi TIaTHOCTHKH Pi3HHUX ()aKoMaro3iB y miTell. 3a yMOB
HASIBHOCTI B JUTHHU TAKUX MIKIPHUX MPOSBIB, SIK AHTI-
OMH, TCJCAHTICKTA3ii, aICHOMH CAJBHUX 347103, TIOPY -
HICHHS MrMEHTauii, IULIMU Ta/ab0 MpPOSBIB YPASKEHHS
HHC (cymomu, po3yMOBa BiACTATICTh), MyXJIUHH, SKi
MAaroTh NMPOTPETIEHTHUH Nepedir, MPOBECTH TiarHOC-
TUYHI 3aX01H, TTPEACTABICH] B Ta0OMMIi 2.

BucnoBkn
1. TTommpenicTs (pakomaro3is cepen giteid YepHi-
BeUbKoi 06macTi cranoBuTh 0,12%o0 (1: 8009).

Towm 14, Ne 3 (55), 2010

2. HaifBuia nommpeHiCTh (JakoMaTo3iB CHOCTEPi-
raerecs B auTs4ii nomyroii I'epraiscpkoro, Kinmvascs-
xoro Ta COKMPSHCHKOTO paloHiB.

3. HemudepenuitioBari (pakoMaTo3u CTAHOBIATH Y
CTPYKTYpi yCix BUmaakiB 16,7%, mudepenmiiioBasi (paxo-
Mmaro3u — 83,3%. 3 maepenmiiioparmx (popm pakomaro-
3iB HAWOLTBII YACTO B TUTSYii IOMYJIALT CIOCTEPITa€ThCA
xBopoOa Pexminrxay3ena. Cepen miTeit Ta miTiTKIB HE
3apPEECTPOBAHO (PAKOMATO3IB PAPHTETHOI TPYIIHL.

IepcnekTHBH MOTAIBINAX A0CTiKeHD, [TTupo-
KU KITHIYHAN TOTiMOP(i3M CIIaJKOBHX JEPMATO-HEB-
POJIOTIYHIX 3aXBOPIOBAHb, IX TCHOKOMIi, HCOOXiTHICT
BIIBJICHHS HOCIiB 30a7JAHCOBAHUX TPAHCJIOKAL[ BAMA-
Ta€ 3aCTOCYBAHHA JTAOOPATOPHHUX METOIIB TIaTHOCTHKH.
TNoxampmmi gocipKeHHS OyXyTh MPHUCBIYCHI OLIBIN eTa-
JIBHOMY BHBYCHHIO ()aKOMATO3iB i3 BHKOPHCTAHHIM MO-
JIEKyTAPHO-TCHETHYHIX METOIB, IO 03BOJIUTH C(HOPMY-
BaTH TEHETUYHUI IPOTHO3 /L1 MpoOaHaa Ta HOTo CiM 1.
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SMUIEMHUOJIOIUA U CTPYKTYPA ®PAKOMATO30B YV JETEM YEPHOBUIIKOM OBJIACTH
T.B.Copoxman, H.B./lacmuexa, H.H.ITudsvicoyxas

Pesrome. [IpoBe/ieHbI S1MIeMUOTIOTYECKYE UCCIIeI0BAaHUS Y JleTelt UepHOBHUIIKOM 001acTH, KOTOPbIe OTHOCHIIUCE K U3y -
YEHMIO PaCIIPOCTPAHEHHOCTU U CTPYKTYPhI (JakoMaTo30B B JIETCKOM MOIysiiwy. 1Ipe/ioxeH aaropuTM UarHOCTUKY Hauoo-

JIE€ pacIIpOCTPAaHCHHBIX HeﬁpOBKTO,HepMaHLH];IX JIACTUTA3UH.

KiroueBble citoBa: (akoMarosbl (HeHpOsKTO/lepMalIbHbIE JIUCIUIA3HH), AETHU.

EPIDEMIOLOGY AND STRUCTURE OF PHACOMATOSES IN CHILDREN
OF THE CHERNIVTSI REGION

T.V. Sorokman, 1.V. Lastivka, N.I. Pidvysotska

Abstract. The prevalence and structure of phacomatoses in a children’s population have been studied. An algorithm of
diagnostics of the most prevalent neuroectodermal dysplasias has been suggested.
Key word: phacomatoses (neuroectodermal dysplasias), children.
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