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INorjadaa HA IPOBJEMY

HenpoLlKIipHI reHOgepMaTo3u

J1.4. KanoxHa

HauioHanbHa MmeanyHa akagemis nicasamnioMHoi ocsity im. 1.J1. LLyrvka

Pe3some

Bsaemogisi LwKipy 3 HePBOBOIO CUCTEMOIO MOXe 6a3yBaTnChb Ha Bajax PO3BUTKY, 4acTo sik pe3ysbTat AedekTiB emopioreHesy,
SIK cUCTEMHa Ais Ha cuctemm metTabonidiHOro posnaay, iHpekuis abo iMyHHa Bignosigb. TepMiH «gakomaTo3» BUKOPUCTOBYETHCS
B OMMCI CITYACTUX ypaxeHb rnpu Ty6epo3HOMY CKIepo3i, HerpogibpomaTtosi, xBopobi LLTypre — Bebepa. 3HaHHs naToreHesy Lmx

3axBOPIOBaHb CTilikO BUKOPUCTOBYIOTLCS.

Knroyosi cnoBa: HelipoLLKipHI 3aXBOPIOBaHHS, pakoMaTos, HerpopibpomaTos, Tybepo3Huii ckiepos, xeopoba LLTypre — Bebepa.

JlepmaroJioris — HAUIIUPIIUN MEAMIHUN HATIPSIM, Bpa-
XOBYIOUH KIJIBKICTh MOKJIMBUX TTATOJIOTTYHUX CTAHIB 3 GOKY
mikipu. Tak, 10 HOMEHKJIATYpH /1epMaTOJIOTIUHUX PO3Jia-
niB BigHOCATH oHaz 2 000 nHaiimenyBanb. Takox mepma-
TOJIOTi0 BUPI3HSE TOM (DAKT, 110 YACTO MATOJOTIYHI 3MiHI
LIKIpYU BUCTYIAIOTh O3HAKAMU BHYTPIIIHIX 3aXBOPIOBAHb.
Ile, GesriepeyHo, 3MYIIYE JKapsi-A€pPMaTOIOTa 3aBKIN
BUCTYIIATH MPUOIYHUKOM MYJIGTHAUCIIATIIIHAPHOTO 110~
sty Ha OyIb-sIKy JepMaToJIOriuHy TpobieMy, a iHTep-
HicTa — TOBaKATH KBaTi(hiKOBAHICTh JI€PMATOJIOTA, 3a-
JIYUaTHCh JI0 CyMICHOTO BUpIILIEHHsT IpoGJieM. AJte Tpeba
TIOTOINTHC, IO B MEPEBaKHIN GLIBINIOCTI BUTTAAKIB caMe
JIEPMATOJIOT € TIEIO MEPIIO0 IHCTAHITIETD, Ky U 3BEPTAIOTHCS
XBOpi 200 GATHKM MaIEHbKUX MAIIEHTIB 3 TOMITHUMI 3Mi-
Hamu Kipu. CUMIITOMHU Ha IIKipi MOKYTh OyTH TIOB'si3aHi
3 3aXBOPIOBAHHSIMU IelaTOIEHAIBHOL, €H/IOKPUHHOI, Hep-
BOBOI CHCTEM, OPTaHiB TpaBJieHHs, PO3JIa/laMU IMYHITETY.
Hanssruualino BesIMKy poJib BiJlirpae reHeTUYHa CKJIaZI0Ba
BUHUKHEHHS PI3HOMAHITHUX MaTOJIOTIN TITKIPH.

OxpeMoO CJTi/T 3yMUHUTHCH Ha TaKiil aKTyaJbHIil Tpo-
OsieMi, K HIKipa Ta HepBoBa cucrema. 1lg moeaHamicTnb
[PYHTYETbCSI Ha PI3HOPIBHEBUX CEIMEHTaX B3aeMO/Iil
MIKipy Ta HEPBOBOI cuctemu. € Taki maparpadu 11i€i B3a-
€MO/Iii, SIK TIeHTpajibHa Ta meprdepiitia HepBOBa CUCTEMA,
BPOIIKeH] ur HabyTi BaJV, FeHETUYHI Ba/H, ICUXIUHI 3aXBO-
PIOBAHHSI CMTAIKOBI UM HAOYTi, GE3TOCEPETHST POJTb HEPBO-
BOI CUCTEMH B TSIZKKOCTI 1epebiry XpoHIYHOIo 1epMaTosy,
CXUJIBHOCTI 710 3aTOCTPEHHS Ta PEIUINBY, YIacTh B peati-
3allii MexaHi3MiB CBepPOEsKY, HEBPOTUYHI JIEPMATO3H i, 3pelti-
TOI0, HEPOKYTaHHI /iepMaTO31.

XoueTbCs 10/1aTH, 110 SIKITIO MU TOPKAEMOCH TaKOI CKJIAJI-
HOI MIPKIUCITUTIIIHAPHOI TEMH, IEPMaTOBEHEPOJIOT 30008 s1-
3aHUIT 3HATU 1 OPIEHTYBATUCH Y TTPABUJIbHIN IarHOCTUIT

Helipocudisicy, mpobseMa SIKOro HapOCTaE 3 KOMKHUM
JHeM. Aste B il myOutikarii € 6GakaHHs TOPKHYTHCH caMme
po6JIeMU HEMPOIIKIPHUX ZiepMaTo3iB. Tomy nepin 3a Bee
€ CEHC 3TaflaTH 0OCOOIMBOCTI eMOGPIOHATIBHOTO (HOPMYBAHHST
ermiZiepMicy Ta HepBOBOi cuctemu [5].

Po3BUTOK eMOPiOHy JIIOAMHU € HAaA3BUYAHO Bpaka-
FOUYMM KOMILJIEKCHUM TIPOIECOM, IO CKJIAZIAETHCS 3 PYXY
MaCWBIB KJIITWH, KMTUHHOI nposidepartii Ta sarnberi.
Bci 11i nmportecr KOOp/IMHOBAHI CKJIQIHUM KaCKaJIOM MizK-
KJITUHHOI CUTHAJII3allil, 1110 TPU3BOAUTDL /IO CEJEKTUB-
HOI akTHBallii (haKTOPiB KOIMIIOBaHHS, SKi TIOTIM BU3HAJa-
TOTb TIPU3HAYEHHH Ta KUTTENISAIBbHICTD KIITUHHUX KIIOHIB.
[nenTudikaliiss Takux KIIOYOBUX PETYJSTOPHUX TEHIiB
CIIPHSIE TIPOIECY IX MTONTYKY, 0COOINBO TIPU BPOJLKEHNX 32-
XBOPIOBAHHSIX IIKIPU Ta B X ITPEHATAIbHOMY BU3HAYEHHI.
Y 0CKOHA/IEeHHsI HAyKOBUX HAIIPSIMIB, sIKi BUBYAIOTH Te-
HeTUYHI MEXaHi3MU 1PU Pi3HUX CIIA/IKOBUX 3aXBOPIOBAH-
HSIX, JIOTIOMAara€e B po3po0Ili Kparoro MeHeKMEHTY Ta Jii-
KyBaHH4.

Bizmpasy micsist 3armiiHeHHsT eMOPIOH JIOANHH TIBUIKO
JUJTUTBCS 1 10 KiHIIA [EPIIOro TUXKHS TOYMHAE ITPOHUKATH
B MaTKOBY CTiHKy. KiiTiHI eMOPiOHY TIPOIOBKYIOTD TIOILT,
3a HACTYITHI 3 THIK BiGYBaEThCSI TIPOIEC TACTPYJISILT, KJTi-
TUHH YITOPSIZIKOBYIOTBCSI i CTBOPIOIOTH TPH IIEPBUHHNX €MO-
PlOHAJILHUX 3aPO/IKOBUX ITIAPU: EHTOZIEPMa, ME30/IEPMa, €K-
ToziepMa. ExTo/iepMaibHi KITHHA ITOYMHAIOTD BIZITIOBIIATH
SIK 32 eITifiepMic, TaK i 3a HelpOoeKToIepPMATIbHY (hOpMAITifo.

HefipoekTonepma criouatky hopMye KITITHHHE PO3MESK-
yBaHHsS 000X CKJIAJIOBUX, B TIEPIILY Yepry erigepmicy, mo-
TIM 3YITUHSE el POIIEC 1 BKIIOYAETHCS B GYI0BY HEPBO-
BOI TPYOKH Ta BiZIOKpEMJIEHHS Ti B/l eiziepMicy. Y IPOIOBIK
TMepIINX MICAIIB recTarfil MPUMITUBHUN OHOKTITUHHUI
Iap eriiepMicy yTBOPIOE CIIeliali3oBaHy eMOPiOHATIbHY

JEPMATOJIOI'IA Ta BEHEPOJIOTIA 15

Ne 1 (75) 2017 | ISSN 2308-1066



CTPYKTYpY — TIepuIepM, KU BKPUBAE eliiepMic, TTOKU
He ITOYMHAETHCS KepaTUHI3allis, IMiCJIs 4YOTO BiH JieTeHepye.
Kotitian nepugepMy TPUEAHYIOTHCS /10 THINX TIBHAX
3'€/IHaHb, a IX alliKaJIbHi MTOBEPXHI BKPUTI MiKPOBOPCHH-
kamu. [lepumepm misHirne cTae BETMKAM MiXypoM, a TO-
TiM — MHOSKUHHUMH APIOGHUMHU Mixypamu. [Tepugepmaibhi
KJITAHU HE MOKYTh BBAKATUCH YiTKO BU3HAYECHUMU KJTi-
TUHAMW, BOHU YTBOPIOKOTH CYGCTaHIIII0 HABKOJIO (heTajib-
HOI IITKipH.

Ilin yac emizepmanbHOI KepaTUHI3allil y IPpYyroMy Tpu-
MeCTpi TlepuiepMasIbHi KIITHHU BiJIOKPEMITIOIOTHCS BiT
ernijiepMiCy Ta 3aHYPIOIOThCS B aMHIOTUUHY PiZIMHY, a T10-
TIM CKJIQJIAIOTh 3aXMCHY Ka3€03HY 3Ma3Ky IITKIPU HOBOHA-
pomkenoro. Ile BiloKpeMIIeHHS 3aJIeKUTh Bill TAKUX CIIe-
miasizoBannx (opm amonTtosy, gk dparmentartisa JTHK.
Erniziepmasibie posiiapyBaHHs erifiepMicy BiZIOyBaeThCsI
mpubaM3HO Ha 8-My TwKHI recraril. Ha 22—24-my Tiok-
HSIX EIiIepMIC BiKe CKJIAAEThCs 3 4—5 IIapiB Ha J0aTOK
10 JIeTeHepyTIouoTo Tiepuepmy. Keparturisartis mpuaTkis
MIKIPY TIOUNHAETBCS HA 15-My THIKHI, a 3aBEpIIYEThCS —
Ha 22-24—My.

JIBi oy st crierfiamisoBaHuX KITUH — MeJIAaHOIUTHA
Ta KiTrHY Jlanrepramca — MirpyfoTh B CIiZiepMic T 9ac
PaHHBOTO eMOPIOHATBHOTO PO3BUTKY. MeJIaHOIUTH TIOXO-
JTh 3 HEBPAJIBHOTO IPeOHs, AKUil (POPMYETHCSI HABKOJIO
HeBpasIbHOT TPyOKH. [TonepeTHUKN METAHOIUTIB MITPYIOTh
3 HEBPAJIBHOI TPYOKM 0 HYZKHIX IHAPIB ME3EHXIMU TP~
MITUBHOTO ertijiepmicy. BoHu pyxatoTbcs 3a XapakTepHOIO
TPAEKTOPIEI0 HABKOJIO Ta B3/IOBXK CePEIHbBOI JIiHil.

Kuitnan Mepkesisi, BUCOKOTO CTYyTIeHsI iHHepBalliii-
HOI 3[IaTHOCTI HEWPOEHIOKPUHHI KJIITUHH, 3IiHCHIO-
0T MEXaHOPELENIIi0 Ta iIeHTU(hIKYIOThCS B erifiepmici
y mreprioMy TpuMecTpi. 1i KTiTrHN BU3HAYaTOTHCSA PaHo —
Ha 8—13-My THXKHSIX B IOJIOHHO-ITiZIOIIIOBHOMY €ITi/IEPMici,
a TPOXW Ti3HimTe — B MUK(DOMKyIApHiit mKipi. Kmitnnnm
Mepkesist XapaKTepU3yIOThCsT HASIBHICTIO IIUTOILIA3MATHY -
HUX TpaHyJi, iutokepatuny 20 Ta HeiiponienTuai. Boru
3HAXOJATHC B GaszaJbHOMY ITapi ermigiepMicy, 4acTo 38’s-
3aHi 3 IPUAATKAMK Ta HePBOBUMMU BOJIOKHAMM, 1 OCOOIBO
MIIJIBHO — Ha BUIbHIN TIKipi. BoHW € /maBHIM jKepesiom
JIMCKYCIH, ajie HelaBHi TIPalli IEMOHCTPYTOTD, IO KIIITHHI
MepKeJist ccaBLIiB HOXOIATH CKOPILIE 3 HEPBOBUX I'PEOHIB,
HIX 3 TUTIOPUTIOTEHTHIX KePATHHOITUTIB.

EmOpionaibHa Mirpaifis ABOX TeHETUYHO BiZOKpemiIe-
HUX KJIITHHHUX CYOITOIYJISIIIIN A€ MiACTaBY JJIsT ypasKeHb
B3/10B:K JiHIM Baaniko. Tak, cMyru rino- Ta rirneprirMmeH-
Tarliil BU3HAYAOTh eMOPIOHATBHII MiTpaIliiiHUI 11X He-
BPAJIbHUX MEJIAHOIIUTIB, sIKi MAIOTh TPEOEHEBE TIOXOJPKEHHST
3 MeJTAaHOIUTAPHNX MOTMEePeHNKIB. [X MOYAaTKOBI BUTOKH
PO3MIIIEeH] MOYMHAIOYN BiJl HEPBOBOI TPYOKM JI0 eTrijiep-
Mmicy. /lesKi mrMeHTHi Po3JIaiu CiyIOTh TAKOMY PO3TIO-
JIJTy: HETPUMAaHHSI IIrMEHTY, TiloMesiaHo3 ITo Ta okpyrJii
HEBOIIHI TilTepMeTaHO3M.

Dinorenernyta 6IM3bKICTD MIKIPY Ta HEPBOBOI TKAHIHN
MOJKYTH JIONIOMOTTH B OITIHIII KJIIHIYHUX TIPOSIBIB IIPH JIepP-
MaTO03aX, sIKi MOEMHYIOTh PO3JIaU MIKIPU 3 YPAKEHHSIM
HepBOBOi cuctemu. s rpyma nepmMaTosiB Mae Ha3By «a-
koMmarosu». Maxkomarosy, abo HEHPOIIKIPHI AepMATO3H,
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XapaKTEPU3YIOThCS K MKIPHUMH YPaKEHHIMHU, TaK i Ta-
TOJIOTIE€I0 HEPBOBOI (1tepudepiiiHOl Ta IEHTPATIBHOI) CUC-
TeMU, HAWJaCTillle y BUIJISANI HOBOYTBOpeHb [1, 2, 4].
YcnasiKoByIOTbCSI BOHU aBTOCOMHO-ZIOMiHAHTHO 3i 3HAY-
HOIO IIEHETPAHTHICTIO, ajle JOCUTb YacTO JOCJIIHUKY I10-
BiZIOMJISIIOTb ITPO BUTIAIKA <HOBUX» MYTAIliif. 3yITMHUMOCH
Ha HAWOGLIbII XapaKTePHUX HEHPOAePMaTO3aX.

Heiipodibpomaros (Neurofibromatoses). Cun.: xBopo6a
Pexminraysena.

Brepime B 1882 p. kyriHiKy Ta MaToJIOTiYHi IPOIECH pu
IIbOMY 3axBoOpIoBaHHI ommcaB Pexminraysen. II'ats po-
KiB IMOTOMY BiieHChbKUii odrasibMotor JIil onucas By3Jin
Ppaliy KK, SIKi O3HAYMB STK BAKTUBU JIIarHOCTUYHUTI KPU-
Tepiit. PospisHsttoTh 7 TUIIB HelpodibpoMarosy, 3 HUX
HalGibIol yBaru 3acayrosytorsb tanu 1 ta 11 Tun T —
1ie xBopoba Pexutinraysena, a tun I — akycTnaHa 1saH-
HOMA.

Heripodiopomaros-1 (puc. 1)

Bsaskaiots, 110 npubmsno 30—50 % BuUlaiKiB HElpo-
dibpomarosy-I 6a3yioTbCs Ha CIIOHTAHHUX MyTallisx [3].
Cepest ciMeliHUX BUNA/IKIB YCIAAKYBaHHS OYJI0 aBTOCOM-
HO-ZOMIHAHTHUM, [IeHeTPaHTHICTh craHoBuiaa 100 % 06-
crexkennx gopociux. I'ed neiipogibpomarosy-1 3 Tpan-
CJIOKAIIi€I0 JIOBroro 1wiedya Ha xpomocomi 1711 komye
HeHpodIGPOMIH, KUl € TyXJIMHO-CYPECUBHUM 1 GLIbIIT
3a BCe €KCIIPeCy€ B HEBPAJbHIN Ta Ia/bHIN TKAaHWHAX.
KosmBanns pisHrx cTaTUCTUYIHUX BiJIOMOCTEH 1TO/I0 PO3-
MOBCIOJKEHOCTI Helpodibpomarosy-1 npussesm 10 Toro,
110 Ha CHOTOJIHI PO3TJISAAIOTH TIPUOIN3HY KiJBKICTh BU-
nazikiB ipu HapokerHi 1:3000. ['enzeproi npuBiie Hema.

Kuiniunux 1posisis HeiipodiGpomaTosy HaazBrYaiiHo Ga-
rarTo, 3aJIydeHi /10 aToJIorii Malizke BCi OpraHy Ta CUCTEMHU.
OmnHax, Ha BiIMiHY BiJl IETKIX T€HO/IEPMATO3iB, TP STKIX
MIKIPHI O3HAKY MOYKYTh Oy TH MiHIMaIBHUMM, TIKIPHI MaHi-
(ecrartii npu HeiipohiGPOMATO3i BiIrpaloTh BEJIMKY POJIb
y miarsocTurt. /lyist HeitpoibpoMaTosy XapakTepHi Tpu 03-
HAKU: TUISIME KaBH 3 MOJIOKOM, HePo(hiOpoMU, By3J11 paii-
JTYKKH.

TLsvu KOJThOPY KaBW 3 MOJIOKOM — café-au-lait — Bij Ko-

JIbOPY 3aCMaru JI0 TEMHO-KOPUYHEBOTO, i TIel CIIeKTp 3a-
JIEKUTD Bifl MrMeHTaIlii HeypaKeHOi OTOUYIOUOl TIKipH.
Bonu posmitiieHi Ha Gy/ib-sAKill iISHIT IIKIPH, 32 BUHSIT-
KOM TIIKipH BOJIOCUCTOI YaCTUHU TOJIOBU, TOJIOHET Ta TTi/10-
1ioB. [1siMu 9iTKO BiOKpEMIIEH], MAIOTh OBaJIbHY (DOpMY,
JiaMeTpoM BiJl KiTbKOX MimiMeTpiB 1m0 4 cm. [Ipossu

Puc. 1. Heiipodi6pomaros-I
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He 060B’SI3K0BO TIPUBEPTAIOTH YBATy ITPU HAPOJKEHH, Tie-
PEBAKHO iX TOMIYaIOTh HA MEPIIOMY POIL SKUTTs. AKIIo
B JIOPOCJIOrO Gijblie 5 IJIsIM KaBU 3 MOJIOKOM Ta [iaMeTp
ix moHaz 1,5 cM — 11e O/IMH 3 KpUTepiiB HelipoiGpoMarosy.
HasBHicTh MaIeHBKNX JIEHTUTIHO3HIX BUCUTIAHD Y TIAX0-
Bil Ta TAXBUHHIN iJITHKAX, SIKi 3’ IBJISTIOTHCS ITi3HIIIIe, Hi’K
TJIIMU KaBU 3 MOJIOKOM (03Haka Kpoy), Takox XxapakTepHi
IS IIBOTO 3aXBOPIOBAHHS.

[Tpu HaposKeHH] KTiHIUHI O3HAKH HeltpodibpoMm Bi-
CYTHI, aKTUBHUI CTapT y APYTiil fieKali, pi3KO IIPOBOKYIOTh
nportec imybeprar Ta BaritaicTsb. MuoKuHHI HelipodhiopoMu
3aB’K/IM TTOMITHI Ha TIKiPi, ajie BOHU BUHUKAIOTh HA HEP-
BaX Ta BHyTpilHiX opranax. Heitpobibpomu diTKO OKOH-
TYPOBaHi, M’sSIKi MAITYJI1 Ta BY3JIH, BiJl MiJliMeTpa /10 IeKib-
KOX CAaHTUMETPIB J[laMeTPOM, SIK Y LIKIpi, Tak 1 B IiAMIKIpHIl
kriTkoBUHI. [Ipy HaTHCHEHH] HelpOhIGPOMU JIErKO 3aHy-
PIOIOTHCS B TioepMy («I3BOHMK Ha 1Bepsix» ). IIporiec 06-
TSKYEThCS B IyGepTaTi Ta 11 yac BaritHocTi. Moske Typ-
GyBartu cBepOixk, GOJIIOUICT.

Bysmu Jlinma — mirMeHTHi acuMIITOMATUYHI raMapTOMU
Ha paiy:K1i, 1Kl BUHUKAIOTh Y PAHHbOMY JJUTUHCTBI, iCHY-
10Tb 110 6 pokiB y 30 % xBopux, ay 95 % — icHy10Tb i B 110-
pocIoMy Billi.

Jlo iHIIMX CMMTIITOMIB BiJIHOCATD CKeJIeTHI aHoMatii (1o-
HIDKEHY CTaTypy, Makporedatiio, Kihockomios, BpomKeHuit
TICEBI0APTPO3) Ta MYXJIMHU HEPBOBOI CUCTeMU (ONITUIHA
HepBOBa IJ1iOMa, aCTPOIIUTOMA, HEUPOJIEeMMOMA, MEHIHTe-
oMa, Helipodibpoma). /litn namieHTis 3 Helipodibpomaro-
3oM-1y 50 % BUIAIKIB MAIOTh PU3UK ITHOTO 3aXBOPIOBAHHST.
Mautirnizaliiss  croctepiraeTbcsi JIyske piIko, 3a3BUYAil
1€ CTOCYETBCS BEJTNKIX ITyXJTHH.

Heripodiopomaros-II (puc. 2, 3)

l'enn, BimmosimambHi 3a Helipodibpomaros-1I, posmi-
1ieHi Ha 22-i XpoMOCOMi 1 KOYIOTh MepJIiH abo IIBaHHO-
MiH, sIKi 6epyTh y4acTb y HOOYAOBi IIPOTEIHIB IUTOCKe-
sery. Heiipodibpomaros-I1I — 6GinatepasbHa akycTHYHA
HEBpPOMa, siKa Oepe MOYaTOK Ha BECTHOYJISIPHOMY HEPBI.
3ycrpivaerncest 3 yactororo 1:40 000 3 BicokuM cTyrieneM
rreHeTpaHTHOCTI. CTafKyBaHHSA aBTOCOMHO-ZIOMIHAHTHE.
XapaKkTepusy€eThCsl IMyXJMHAME TIIBAHHIBCbKUX HEPBIB —
yepenHUX Ta mepudepiiianx. bimarepanpHi akycTmaHi He-
BPOMH € IyXJIMHAMHU [IIBAHHIBCHKUX KJITHH 1 6epyTh IM0-
YaToK 3 BecTHOY sipHOTO HepBa. CyMpPOBOKYETHCS Tl
IIPOIIEC TAKMMY CUMIITTOMAMU, STK BTpaTa CIyXy, OPTOCTa-
THUYHA HECTIHKICTD i TOJIOBHUIA 6ih. KpiM aKyCTHIHIX He-
BpoM Ha TIKipi y 50 % BHIAJKIB CHOCTEPITAIOTh ILISIMU
KaBU 3 MOJIOKOM, [AXBOBE JIEHTUTO, HeiipodiOpomMu abo
mikipHi mBanHoMu. [TIKipHi TposiBY BiiMiYaroTh Piiie, HixK
npu HeiipodibpomaTosi-1. 3aXBOPIOBAHHS HE JIHKYEThCSL.
[ToTpibGer MOHITOPUHT MO/I0 MaIITHIZaIll. AKyCTIHUYHY He-
BPOMY BUJIAJISIIOTH XipYPriyHO.

TyGepo3HHIi CKIEpO3

Ty6eposuuii ckiepos (Tuberous sclerosis). Cum.: xBo-
poba Bypuesiast — Ipinris, eninoiist — epiloia (epilepsy,
low intelligence, angiofibroma) (puc. 4, 5).

I1e reHoIEpMaTO3, SIKiii ypaskye 6HaraTo OpraHis Ta Cuc-
TeM, y Tomy uncii mkipy ta [ITHC [6]. CragkyeTbest aB-

TOCOMHO-/IOMiHAaHTHO.  Kilacmuna — Tpiaja:  ajieHoMa
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Puc. 3. HeiipodibpomaTos, nyxnuHHa popma
cebarieyM, eIiJIericist Ta po3yMOBi posJia/ii. 3aXBOPIOBAHICTh
1:15 000 HapoKeHb, GiTBIICTH BUAKIB — CIIOHTaHHI My-
tartii. Biamosigameai nBa reru — TSC1 (xpomocomu 9q34)
ta TSC2 (xpomocomu 16p13), iX IpOTEIHM TPOILYKYIOTD Ta-
MapTHH Ta CyOEepUH BiITIOBITHO.

3 HapOIKEHHST 3'SIBJISTIOTHCST TiIONirMEeHTOBaHi (He ie-
TmrMeHToBaHi!) TIAMH, SKi TTepeBa’KHO PO3MITIeHi B KPH-
SKOBO-TIONEpeKoBiit miistai. Y 30 % xBopux Ha Ty6epos-
HUI CKJIEpO3 ICHYIOTb 1 IJISIMUM KaBU 3 MOJIOKOM, IX MOKHA
BU3HAUWUTU BKe Y Billl KIbKOX MmicaliB. [lmsmu posmi-
POM 10 2 €M, TTOJIITOHAJIbHI, HATAAYIOTh BiZIOMTOK TTAJIBIIS.
VY 6iabIIOCTI XBOPUX BUSIBJISTIOTH GiJIbIle HiXK OJIHY Tillo-
TmrMeHToBany TIaAMy, iHomi — mo 100, iX TOpiBHIOIOTH
32 HOPMOIO 3 SICEHEBUM JIUCTSIM. Y TBOPEHHS ITUX ILJISIM
TTOSICHIOIOTD 3MEHIIIEHHSM MIePeX0/y MeJTAaHOCOM B KepaTH-
nHouuTy. [nomirMenToBati, KparenogioHi My (TakosK
iX HA3WBAIOTH «OiJTi BeCHSIHKIU» ab0 «KOH(METTI») po3mi-
IIIeHi TIepeBa’KHO Ha KiHIliBKaX. Taki mposiBu crioctepira-
10Th Y MEHIII Hi3K 3 % YPayKeHUX HEMOBJISIT, Jie BOHU JIy’Ke
XapakTepHi Ist TyOEPO3HOTO CKIIEPO3Y.

Anriodhibpomu 06 MYYs BUHMKAIOTH 3 2 POKIB, Haii-
yacritie — B 5—6 pokis. AHTiohi6poMM — 11e My XJIUHN Ha-
MiBKYJIENOMIOHOT (POPMU POKEBOTO KOJIHOPY PO3MIpOM
JI0 TOPOIIMHH, SIKi JIOKAJTI3yIOThCST Ha 00U Ui, TTEPII 32 BCe
B HOCOI'YOHUX CKJIa/IKAX HABKOJIO HOCA, HA IIOKaX, 1Mia60-
pinai. Panim 1i anriodibpoMu npuiiMaiu 3a adenoma se-
baceum. Kinbkictb anriohibpoM mocTymmoBo 301IbITyEThCS,
MPOrpecyBaHHs 3yIMTUHSIEThCS B TTyOepTaTHOMY Blli.

Y TIOJIOBWHM XBOPHUX BUSABISAIOTH HABKOJIOHITTHOBI (i-
6pomu. Hespoutoriusi cummnromu Busisistiorh y 100 % xBo-
pux, epeBaskHoO 1ie Tryxsman [THC — kopTukasmbHi i cy6-
KOPTHKaJIbHI raMapToMu. Takosk MOKYTh Gy TH raMapToMu
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Ta aHTIOMIOJIITOMU CITKIBKH, fedekTrt eMaJti 3y6iB, Kap/ii-
aJibHa pabIOMioMa, TIEPOCTO3 HWKHBOI YaCTUHU ueperia.
PosymoBi posiaau criocrepiraiots y 90 % XBOPHUX, TSLK-
KicTh iX Bapitoe. AHriodGiOpoMU BUIAISIOTH 32 JOMOMO-
roo sasepa abo aepmabpasii (mpu apibHux (hibpomax).
Hesposioru moBuHHI MPOBOAUTH KOHTPOJIb PU3UKY aIlo-
TJIEKCUIHOTO YAapYy.

Cungpom IlItypre - Beoepa

Cungpom IlItypre — Bebepa (Sturge — Weber syn-
drome). Cun.: anrioMaTos eHiedagoTpureMiHaIbHUIA.

Ile cucremna remManTioma, 1O YPaXYe€ IIKIPY, CIM30BI
Ta MO3KOBI 000J10HKH. BizgHauyaeTbes Tpucomis 22-1 Xpo-
MOCOMH, CIIOCTEPITAEThCS TATOJIOTis THHEPBAIli CyInH.
e oHOGIYHM oYM STHUIT HEBYC, PO3MITIIEHUH 110 TIep-
i Ta APYTIl TiJTKaxX TPIYacToOToO HEpBA 3 JIATEPATHbHUM
CYZIMHHUM YPasKEeHHSIM MO3KOBHMX O0OOJIOHOK Ta KOPH TO-
JIOBHOTO MO3KY. Y 80 % XBOPUX — eIliJIelcist, PO3yMOBI Bi/-
XUJIEHHSI, TeMiTape3u, M’si30Ba aTpodisi, 3aIy4aeThCsl paii-
JTy;KKa, OUHe JTHO, MOKTNBA KaJIbITH(iKaIlisa MeHTpaIbHOl
HepBOBOI cucteMu. [Tpu ypaskeHHi 1IepIoi rJiku MO>KJINBa
TJIAyKOMa.

AHTiOMATO3 KOPTHKOMEHiHT€AIbHHH

AmnTiOMaTO3 KOPTUKOMeHiHTearbHNI (Angiomatosis cor-
ticomeningealis). Cun.: cunzpom /Tuspi — Ban Borepra.

l'emanTiomMartos, 1O MPOSBISIETHCS MAPMyPOBOIO TIKi-
poro Tta emientudopmanmu Haragamu. CriaiKyBaHHsT aB-
TOCOMHO-ZIOMiHaHTHe. /[N THHA HAPOKYETHCS 3 BUPA3HUM
MaJTIOHKOM ITOBEPXHEBOI CYIMHHOI CiTKU 32 TUIIOM «MapMYy-
POBOI WIKipH», 0COOIMBO Ha GOKOBHX MOBEPXHSIX TYIy0a,
CimHMIIX, KiHIiBKax. 3 60Ky HeBpoJorii — erijenTtudop-
MHIi Hamau, Tporpecyiode po3yMOBe BiJICTaBaHH, Tipa-
Mi/THi Ta eKCTpartipaMi/iHi TOpyIleHHs.

CHHIPOM TeIeaHTieKTa3ii-aTaKcil

Cungpom  reneanriekrasii-atakcii - (Teleangiectasiae-
ataxia syndrome). Cumn.: cunpom Jlyi — Bap (puc. 6).

CuHzIpoM TeJieaHTieKTasii-aTakcii  XapaKTepu3yeThCst
OKYyJIO-TITKIPHUMH ~ TEJICAHTIeKTa3isIMHI, ITPOrPecyioyuoio
1epebpaIbHOI aTaKCIEIn 3 PAHHBOTO JUTUHCTBA, CEJIEK-
TUBHUM IMYHOMeMIIIUTOM 3 TEHIEHINE0 70 PO3BUTKY
JlereHeBoi iHGEKIii Ta XPOMOCOMHOIO HeCTaGiIbHICTIO
JIHK. Cunnpom 3ycrpivaerses 3 gactotoo 1:100 000 —
1:40 000 skMBUX HAPOJPKEHD 3 HOCIMCTBOM B oty st 1 %.
¥V HociiB, 0cOOMBO 3 HETATMBHUMM 3MIlTAHUMI MYyTalli-
sIMU, 3DOCTAE PUBUK PaKY JIeTeHiB, TeMaTOJIOTTYHOI MaJIirHi-
sartii. JKUTTs y HOCITB CKOPOUYEThCs TPUOIM3HO Ha 8 po-
KIB BHACJI/IOK OHKOJIOTIUHMX 3aXBOPIOBaHb Ta illIeMivyHOI
xBopobu cepiist. CriaiIkyBaHHS aBTOCOMHO-PELIECUBHE, MY -
tartist B redi ATM (ataxia-teleangiectasia mutated), sikuit
Biamosigae 3a narsz 3a JIHK Ta ii peMoHT i po3mitiennit
Ha xpomocomi 11q22.3.

[Ieprmum mposiBom cuazApomy Jlyi — bBap 3asBudait
€ aTaKcis, sika TPOsIBJIsiE cebe, KOJIM INTHHA TOYNHAE XO-
JIATH; JIITH BKE B PAHHBOMY IUTUHCTBI TPUKYTI /10 JIPKKA.
A npaBuio, 1iarH03 He PO3ITi3HAETHCS I0TH, JIOKHU Y Billi
3—6 pOKiB He PO3BUBAIOTHCS OKYJIO-TITKIPHI TeJleanTieKkTa-
3ii. CriouaTky BOHMU 3’SIBJISIIOTHCS HA JIaTepPasIbHiil Ta Me-
MiaJIbHINT KOH TOHKTUBI Y BUTJISA/II Y€PBOHUX CUMETPHUY-
HUX TOPU3OHTAIBHUX CMYT. 3TOJIOM TeJeaHTieKTasii
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IMOTJIAA HA ITPOBJEMY

Puc. 4. Xsopo6a BypHesinga-MpiHrnga (Ty6epo3Huii cknepos)

Puc. 5. Ty6epo3Huii cknepos

Puc. 6. Cunapom Jlyi-Bap

MIPOTPECYIOTh Ha ByXax, MOBiKaX, BUJINIISX, B KyOiTaib-
HUX Ta MAKOJIHHUX SAMKaX, AOP3aJTbHUX TOBEPXHSX
KMCTE Ta CTYIHIB, Ha M'SIKOMY Ta TBEpPIOMY T IHeGIHHI.
Hesuresi tesreanriekTasii 4acTo BUTSAMAIOTH SK TOHKI
TEH/IITHI T1eTexii.

3 IHIMX MKIPHAX MTPOSBIB MOJKHA BIIBHAYNTH TISIMU
KaBH 3 MOJIOKOM, CKJIEPO/IEPMOI/IHI 3MiHH, arPECUBHI TTPO-
SIBU JIITO1THOTO HEKPO6ioay. IMyHH 1eeKTH TOPKAIOTHCS
SIK TYMOPAJIbHOTO, TaK i KJITUHHOTO IMYHITETY, 1110 CIIPUsIE
indexisM. 3 eHI0KPUHHUX TPoOIeM — THCYIIHO-pe3uc-
TEHTHHUH TIyKPOBUH MiabeT. Y XBOPUX Bi/[3BHAYAETHCS 3HA-
YHUI PUBHK 3JTOSIKICHIX 3aXBOPIOBAHb, 0COOINBO JIiM(MOMI
Ta Jjietikemil. IIporuos HecripusiimBuil. JIikyBaHHs — niepe-
caJlka KiCTKOBOTO MO3KY.

3BaKyrOuM Ha BHKJIQJCHE B aHaJIi3i CriJbHE eMOpio-
HaJIbHE TTOXO/PKEHHS METAHOIUTIB i HEBPAJTLHUX CTPYK-
TYP Ta Ha MOSICHEHHS JITHIMHOTO PO3MIIIeHHST TeHETUYHUX
JIEPMATO3iB, OIIJIBHAM € TIOCJATHUCh HA TaKe CTIIaIKOBE 3a-
XBOPIOBaHHSI, SIK HEYTPUMAHHSI TIITMEHTY.
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HeyrpuMaHHA IIrMEHTY

Heyrpumanns nirmenTy (Incontinentia pigmenti). Cun.:
xBopoba Biioxa — Cyubibeprepa.

HeytpuMaHHS MIrMeHTY € MyJIbTUCUCTEMHUM X-34erl-
JIEHUM JIOMiHAHTHUM 3aXBOPIOBAHHSIM, STKE TIPOSTBIISIE cebe
B 2 1epiin TVeKHI JKUTTS (10 4 Mic). 3aXBOPIOBaHHs BiZlo-
Opaskac BTOPUHHMI MO3ailnaM 10 X-iHakTruBallii (JrioHiza-
1if). Myrariist BinoyBaerbest B rei NEMO (NF-xB ecen-
IiaTbHOMY MOMyJIATOPi) Ha XpomocoMi Xq28. ITpotein
NEMO e cybeknanosoro Kixasu, sika aktusye NF-xB,
o 3axuinae Bif (akropa Hekpody myxamH-o) TNF-o-
1HlyKOBAHOTO aronTody. Po3riisi HeyTpruMaHHS irMeHTy
SIK TIPOATIONTO3HOTO CTaHy TOSICHIOE YOIOBIUY JICTATTBHICTD,
JIECTPYKIIIIO eMli/IePMaJIbHUX KJITUH, Bi/[HOBJICHHST KJIITHH,
M0 eKCIIPecyioTh MYTaHTHY X-XPOMOCOMY, KJIITHHAMH,
0 BiZIO6GPaKaIOTh HOPMaJbHUN ajiesib. 3aXBOPIOBAHHS
y 0cib YOJIOBIUOI cTaTi aHTEHATATIBHO JIeTAIbHE, 10 TTOSIC-
HIOE TIEPEBAKHY 3aXBOPIOBAHICTb Y /liBUaT.

HeyrpumanHio mirMeHTy IpuTamMaHHI TPU IIOCJI/IOBHI
dazu: 3arnajibHi BUCUIIH, MTOTIM TIiFMEHTAIlisl Ta HapPeITi
JTOCUTH 9aCTO 3BOPOTHIH PO3BUTOK. 3allaJibHi SBUIIA TTPO-
SBJISIIOTBCST  €PUTEMATO3HUMMU, YPTUKAPHUMM, OYJIb0O3-
HUMU TIATYTh0O3HIMHU BUCUTIAMI. ByTb03HI BUCHTIN OiTbITT
XapaKTepHi; TOJIOBHUM YWHOM, PO3MIIILYIOTbCS JIiHIHHO
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INorjadaa HA IPOBJEMY

TepeBaykKHO Ha KiHIIIBKAX Ta BOJIOCUCTIN YaCTUHI TOJIOBU,
iHozi — Ha TyJry6i i yske pinko — Ha obsmayi. Yepes aui
a0 TUIKHI 11l BUCUITE PO3CMOKTYIOThCSI, 3a/IUIIAIOYN BEPY -
KO3HI JIHITHI TPOSBU. 3r0I0M Ha iX MicIli (hOPMYIOTBCS Ci-
TYaCTI MrMeHTarlii.

[lirmenTartisi ipyu HeyTpUMaHHi ITIr'MEHTY PO3BUBAETHCS
npubIM3HO Yepe3 3 MiC MC/sT TTOSBY 3alabHUX SBUII
Ta ix perpecy. B 11iil dasi arcxpomisi IPOsIBIISIETHCS Y BU-
IVISI CMYTACTUX TiEepIirMeHTOBAHUX ILISIM, SIKi Harajuy-
10Th GpU3KH 6Py Ly abo CIIIIN, SIKi 3aTMIIAIOTHCS Ha TTHCKY
MiCJIT XBUJTE BiZVTMBY. 3alajibHi SBUIIA MOKYTh PEI/IN-
BYBATH B IEPII MiCAIll HA BKe MITMEHTOBAHUX JIIJITHKAX,
0cobBo 11pu Higiomi Temiieparypu. Y 30 % XBOpUX J1iTeit
Bi/I3HAYAIOTH TICUXIUHI PO3JIaJIH, AITOTIJIEKCUYHI HAITa /U, Mi-
Kporttedaltiio Ta iHIT 3aXBOPIOBAHHS TIEHTPAIBHOI HEPBOBOI
cucTeMu. Y TaKUX JiTell 3yCTpiuatoThCs 1 iHIIT aHOMAUTIi:
3y0iB, O4€li, CKeJIeTy, ceplist, HUPOoK. Uepes geKiibKa POKiB
MirMeHTaIlist Moyke 3HUKHYTU. JIIKyBaHHSI CUMITTOMaTHYHE.

KpiM BUCBIT/IEHIX HEHPOKYTAaHHWX JePMATO3iB CJIi/T 3a-
YBaKWUTH, 1110 B TIPOOGJIEMI «ITIKipa Ta HepBOBa CHUCTEMa» Jie-
TAJIGHOTO POSTJISAALY Ta MPUCKIILIMBOTO BUBYEHHST ITOTPeOye
iHia mpo6eMa: mkipa ta Heiiponentuan. Came B 1iii mpo-
6J1eMi, Ha Bi/IMIHY Bi/T BUKJIA/IEHOI, iCHYIOTD i TeparneBTHYHi
BUPITIIEHHS.
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HENPOKOXHbIE TEHOOEPMATO3bI

J1.4. Kanioxuas
HauvoHanbHas MeauuyHckasl akaaemusi ocaeannioMHoOro obpasosarus um. 1.J1. LLynvka

Pe3ome

B3aumooTHOLIEHE MEXAY KOXEV N HEPBHOW CUCTEMOW MOXET OCHOBbLIBATLCS HA MOPOKax pa3BuTysl, 4aCTo Kak pe3ybTaTt Aedek-
TOB aMbpuoreHesa, kak CUCTEMHOE AeliCTBME Ha CUCTEMbl MeTaboIM4eCKOro pacCcTporcTBa, NHPEKUMS NN UMMYHHbIV OTBET.
TepmuH «(hakomaTo3» MUCIMOJIb30BaJICS B ONUCAaHUM CETYaTbIX NMopaxeHwuii npu Ty6epo3HOM ckiepose, Helipogpubpomarose, 60-
ne3uu LLTypre — Bebepa. 3HaHne naTtoreHe3a atvx 3ab60/eBaHnii yCTONYNBO UCMOIb3YETCS.

KnioyeBbie cnoBa: HelipoKoXHbIe 3a60/1eBaHVsI, pakoMaTos, HeripodnbpomaTos, Ty6epo3HsbIi ckiepos, 6oe3Hb LLTypre — Bebepa.

NEUROCUTANEOUS GENODERMATOSIS
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Abstract

The relationship between the skin and the nervous system may be based on: a developmental abnormality, frequently a result
of a shared embryogenesis; on the system effect on both organ systems of a metabolic disorder, infection orimmune response. The
term «phacomatosis» used to describe the retinal lesions of tuberous sclerosis, neurofibromatosis, Sturge-Weber disease. Knowledge

of pathogenesis of these disorders had been static for have years.

Key words: neurocutaneous disease, phacomatosis, nevrofibromatosis, tuberous sclerosis, Sturge — Weber disease.

BigpomocTi npo aBTopa:

KantoxHa Jligia leHuciBHa — -p mes. Hayk, npogecop kapenpyv aepmaToBeHeposiorii HauioHansHOi MeanyHoi akaaemii nicns-

AnraomMHoi ocsity im. 1.J1. LLynvka.
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