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" IBOHO-PPAHKIBCHKMIN HALJOHOABHUIA MEAVNYHWM YHIBEPCUTET
2 KOAOMUMC KN PANOHHNN AEPMATOBEHEPOAOTIHHNIN AUCTIAOHCED

BUNOAKN EKTOAEPMOABHOT AUCNAQSII

CrarTs IpUCBsTYEHA JTOCTI/PKEHHIO eTioTaToreHesy i KJATHIYHOT CMMITOMATHKY Pi/IKICHOTO 3aXBOPIOBAHHS — €KTO/IEPMAaJib-
HOI nuctiasii. Onucani KJAHIYHI BapiaHTH BJIACHUX CIIOCTEPEKEHb TPhOX BUIAJKIB €KTOAEPMAJIbHOI JMCILIA3I], TT01aHa

ricToJsIoTivHA KapTUHA.

Kmouosi ciioBa

ExTonepmasnibHa quciuiasis, KIiHIYHI PIBHOBUIU, IaTHOCTUKA, JTIKYBAHHSI.

EKToz[epMaana JIUCIIIA3is — rpyna CHajKoBUX
xBOpoO mikipw i i mpuaarkis. [IpudwH iX BUHWK-
HeHHd fjoTernep He 3’sicoBano. OkpeMi BUeHi [2, 4, 7]
BKa3yIOTh Ha POJIb iH(MEKITiT, 30KpeMa TOKCOTIIIa3MO-
3y, 110 CIIPUYMHIOE aHOMAJTII0 eKToiepMU. PO3BUTOK
XBOPOOU TaKOK MOB'A3YIOTh 3 1e(HEKTOM reHa, IKUil
JIeTEPMIHYE TI0SIBY eKTtonepmi |3, 4, 5, 6]. Ommcano
nonayr 100 cuHPOMIB, IO CYTTPOBO/IKYIOTHCS CUMIT-
TOMaMU €KTOJIEPMAJIbHOI TUCILIA3II. Ix 00’€IHYI0Th
y Pi3HUX BapiaHTax 3MiHU elijiepmicy, BoJoccs, Hir-
TiB, 3y0iB, IOTOBKX i CaJbHUX 3a7103. PO3PI3HAIOTH
IIBI KJiHIYHI (DOPMU €KTOJAePMaTbHOI MUCTLIa3ii —
AHTI[POTUYHY Ta Ti[POTUYHY.

Viepie 11po 10 XBopoOy 1osizomus y 1848 pori
A. Touraine, a zertajbHO onucaan il KIiHIYHI BUSIBU
He3aste;kHO oftnH Bi ororo J. Christ ta H. Simens y
1931 poui. Came Tomy B 3apyOiskHiil Jiiteparypi
3aXBOPIOBAHHSI 3yCTPIYAETHCS 111/l HA3BOKO CUHPOMY
Kpicra — Cimenca. XBopo6a BUSIBJISIETHCS OAHAKOBO
YacTO y YOJIOBIKIB Ta JKiHOK, 3/e0LIBHOTO O/pasy
ITiCJIST HAPOJKEHHST UM B TIepItn MicAtli skuttd. [Ipote
B JKIHOK I1epebir eKToAepMaibHOI IUCILIA311 JIeTIii.
OCHOBHVMH KJIIHIYHUMK O3HAKaMHU € aHTiapo3 abo
TIMIEPTiIPO3, SIKi BUKIUKAIOTH TTOPYIIEHHS TepMope-
TyJIsiii, o mporpecye. IlopytiieHHs TepMoperyJsiii
BUSIBJISIETHCST HATIAAMK JIMXOMAHKK Ge3 Oy/Ib-sIKIX
nepeyMoB. OcobJIMBO YacTO TilepTepMisi BUHUKAE
BJITKY 1 micag ismunnux HaBaHTakeHb. OCHOBHI
CHUMIITOMU €KTOZEPMAJIbHOI JUCTLIA3i1 TTOEAHYIOTHCS
3 KJIbKOMA HEMOCTIMHUMU O3HaKaM1, 30KpeMa (oJi-
KYJISIDHAM KepaTo30M, KepaTo/iepMi€to, TucTpodiero
BOJIOCCS 1 HITTIB, ypaKEeHHIM 04ei, CITyXOBOTO arapa-
Ty, TINOTOHA/TU3MOM, PiJiIie MariaspHO-TIITMEHTHOTO
CTPOMIETO TMKIPU U1 SIBUTIIAME aTOTIii.

[Mamientn i3 cungpomom Kpicta—CimeHca—
Typena yacTo XBOpPIIOTh Ha 3aCTY/IHI 3aXBOPIOBaHHS
4yepe3 MopyieHHs tepmoperyJiditii. 11i xBopi MaioTh
XapaKTepHUI 30BHIIMHIA BUTJISAI CTapedynii BHUpa3
006JIMYYst, BTOMJICHICTD, KBaJ[PATHUIT Yeperl 3 BUpa-
JKeHUMHU JIOOHUMU Oyrpamu, 3amajiiHa B [JISTHIT
niepeHices1, BiAcToBOypU€eHi Byxa, TOBCTI HE3HAYHO
BUBEPHYTI TyOu. 3yOu PifiKi, YacTo X HeMa€e B3araJi
(ammazis). Bosiocest Ha MIKipi HeMae, Ha BOJIOCUCTIN
YACTHHI TOJIOBU — IYIIKOBE, BOTHUIIA OOJIUCIHHS,
Bii piziki pi3HOI AOBKWHM, IMITYIOTH cumnToM [lin-
Kyca mpu BTopuHHOMY cudimici. Bposu pizki, Bo-
noces ToHke. IlepiopbiTanbHi AiSHKKM Tineprrir-
MEHTOBaHi, JOBKOJIA POTA 1 Oueil BUpaskeHa CKJIaj-
YaCTiCTh, MO IMiTy€E ckyagku Moprana mpu arto-
MYHOMY JIePMATHTI, a HABKOJIO POTa pajiapHi pyoiri.
Bracmijiok rinmodyHkKIlii TOTOBUX i CAIBHUX 3aJ103
MPOrPECYE CYXiCTh MIKipH, APiOHOMIACTHHYACTE
aymtenns. IIkipa moxi6Ha mo Takoi mpu ixTiosi.
3aBIsAKN 3HIKEHHIO (DYHKIIT 37103 CIM30BUX 000-
JIOHOK PO3BUBAIOTHCSA XPOHIYHUI KOH IOKTUBIT, CTO-
MATHUT, JIAPUHTIT, 1O BUIBJSIETHCI OXPHUILIICTIO
roJsiocy, ax /10 adoHii.

Binpmricts XBOPUX 32 pO3yMOBUM PO3BUTKOM HE
BIJICTAIOTh BiJI OJTHOJIITKIB. ¥ JUTUHCTBI YaCTi JINXO-
MaHKU MOXKYThb TIPU3BECTU 10 HEIOYMKYBATOCTI i
HaBiTh JIETAJBHOTO KiHTSA. Y 3B'A3KY 3 BITHOCHOIO
piaKicTio 1€l marosorii Ta MOAIOHICTIO KIIHIYHMX
BUSIBIB 3 iHIIMMU JlepMaTO3aMi JIiKapi 0BOJI 4acTo
MPUITYCKAIOTHCS JIAarHOCTUYHUX TTIOMUJIOK.

Hasozumo Tpu BUITAIKK eT1iiepMabHOI TUCTIIA3II.

Xeopa X., 1993 poxy HapO/KEHHS, 3BEPHYIAC /10
PalfOHHOTO /IEPMATOBEHEPOJIOTIYHOTO AUCTIAHCEPY 3i
CKapraMu Ha piJIke BOJIOCCS, CYXiCTb 1 JIyIeHHS
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Puc. 1. EKToAepPMAAbHO AUCTIAQSIS.
Piake nyxornoAi6He BoAoCCS

Puc. 3. EKtroaAepMaAbHO AUCTIAQSisS. CUHACQKTUAIS

miKipyu. 3i cJIiB Marepi, XBOPI€ BiJl HAaPOJKEHHSI.
[Ipotsirom 1epiioro poxy KUTTS y AWTUHU 4YaCTO
GyBaJin Oe3ITiICTaBHI MMiABUIIIEHHS TEMIIEPATyPH TiJia
1o 39—40 °C, 3actynni 3axBopioBanHs. [apsuka ne
3HIMasIacs TPAAUIIHUMU TiNOTEpMiYHUME 3ac00a-
Mu. B autsadomy Billi Mama 3BepTazia yBary Ha
HEPIBHOMIPHUN PO3BUTOK 3y0iB, MOBILIBHUI picT
BOJIOCCS, HITTIB. 3BEpTAJUCS A0 JIKapiB, SKi Jiar-
HOCTYBAJIM iXTi03, IpU3HAYAJIN KpeMHU, Masi, BiTa-
MiHW, BTUPAHHS Y BOJOCUCTY YaCTUHY TOJIOBU COKIB
YaCHUKY, IIUOYJI, HACTOSTHKI Y€PBOHOTO CTPYYKOBOTO
TIEPITIo, Pi3HI MOPa3HIOBAIbHI po3unnu. JIikyBaHHS
He OyJ10 epexTuBHUM. BaTbhKiB 3a1IeBHSAIIN B TOMY, 1110
JIMTUHA TlepepocTe i oyskae. XBOpYy ITPOKOHCYJIBTO-

Puc. 2. EKtroaAepMAaAbHO AUCNIAQ3is. iNOAOHTIS, pisHA
BEAUYUHA 3y6iB

BaHO Ha 19-my pori xutta. [lix yac orsgmy mkipa
cyxa, MaToBa, B OKPEMHUX JiISHKAX MOMITHe ApiOHe
BuciBkoBuaHe JymieHHs. [1Ikipa Ha obsinuyi Timep-
[NIrMEeHTOBaHa, Ha KiHIiBKax Oimima. Ha gosonsax i
CTOIAX BUPAKEHUI KepaTo3, HEMAE MTOTOBUJIJICHHSI.
IIyuikoBoro Bosjioccst HeMae, Ha BOJOCUCTIN YaCTUHI
rosiou (puc. 1) momiTHe pijike myIKomnomiGHe BOJIOC-
cs1, TKe He MIHSJI0Cs, 31 CJIiB MaTepi, BiJ HapOIKeHHS.
Biii nemae. KoH'IOKTHBM He3HAYHO 3BOJIOJKEHI,
rinepemMoBati, crocrepiraetbes ¢dorodobis. Ila-
IIEHTKA BKAa3y€ HA CKYITICTh CIHO30BUIIJICHHS, Ha-
BIiTb TIi/ Yac miady ix Hebararo. 3yOu pi3HOi BeTMIN-
HU Ta hopMH, PizIKi, TinogouTist (puc. 2). [lucranbHi
(bamanru (puc. 3) kucreit pyk nehopmMoBaHi, CHH-
JIAKTUJIiS, HITTHOBI TTACTUHKY BUITYKJIi, CTOHITIEHI.
Mosnouni 3ai03u HEIOPO3BUHEHI, MOPYIIEHHS
MEHCTPYaJIbHO-0Bapia/IbHOTO IUKJY. XBOPa HEBHUCO-
Koro 3pocty (152 cm). ITiy yac oryisiy eHI0KPUHOJIOT
BUSBUB AN(DY3HUI HETOKCUYHMIT 300, TTHEKOJIOT —
iHpaHTUIPHICTh MATKU 1 il MPUIATKIB, opTambMO-
JIOT — KOH IOKTUBIT 1 hoToobio.

Sarasnpuuii anamiz kposi: Hb — 118 v/, k. . —
0,9, ep. — 2,5 x 10'2/m1, 1. — 8,1 x 10°/m, 6. — 0 %,
e.— 2 %, 1. — 8 %, cer. — 53 %, nimd. — 34 %, M. —
3 %, IIOE — 25 mM/Toj. 3aranbHuil aHamis cedi
6e3 marosoriuanx 3miH. KpearuHiH, cedoBuHa,
3araJIbHUIT XoJIecTepuH, 6i1ipy6iH, THMOJIOBa ITPO0Aa,
AJIT, ACT 6e3 Bigxuiens Big HopMu. C-peakTHBHUIA
6istok ++, P Bi ' eMHMIA, TITI0K03a KPOBi 5,4 MMOJIb /J1.
Pentrenorpama oprasiB TpyIHOI KJITKH B MeXKax
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BIKOBOI HOpPMH, HEMAaE MEYOIOAIOHOTO BiPOCTKA.
Y 3/l opraniB uepeBHOI IOPOKHUHK: O3HAKH I'ellaTo-
3y, crieHomerastis. EKIT — marosiorivnux 3min He
BUsABJieHO. /liarHO3: eKTo/MepMasibHA JUCILIA3id,
anTiapoTnyHa (popMa, 9aCTKOBA CHHAAKTUIIS TTaTh-
I1iB KUCTEN PYK.

Xeopuii X., 1980 poky HaposKeHHs, pigHuii Opar
MorepelHbOi  MAIIEHTKU, CEePEIHbOT0 3POCTY
(163 cm). 3arasbHnii cTaH 33/10BITHHUTT, BOJIOCCS HA
roJioBi Ta 60pojii (puc. 4) pijike, TOHKE, MYIIKOBE, He
pocte. XBopuii 10 OCIYT MEPyKapst He 3BEPTAETHCS.
3ybu pinki, pisHol BesuuuHu i GOPMHU, OKPEMUX
Hemae. Ci30Bi 000TOHKY CyXi, TPIIMHU B KyTHKaX
poTa, KOH'TOKTUBA JIENO 3BOJIOKEHA, TillepEMOBAHA,
KIJIBKICTB CJIi3 Pidko oOMeskeHa Ha BITPi Ta I vac
3Minu temmepatypu, (Gortobosiaub. [lambii pyk
(puc. 5) KOpOTKi, BKa3iBHI He JOCSTAIOTh MEPIIOi
(hasanru cepenHix NaJblliB, Mi3UHII — IIEPIIOTO
MizkasanroBoro 3’€HaHHS TiAMI3UHHUX TaJIbIIiB
(cumnrom /{1o6ya), MiKIaibleBi IepeTUuHKN He-
onHakoBi. HirThoBi mytacTHHKY 3 03HaKaMM TUCTPO-
ii. IlIkipa cyxa, 10JI0HI 1 CTOTIH JKOBTOTO KOJBOPY,
SBUINA KepaToziepMii. XBOpU 10 JiKapiB He 3Bep-
TaBC4, BiJl 00CTEKEHHS BIIIMOBUBCSL.

Xeopuii 4., 1985 poKy HapoOKEHHS, B IMTUHCTBI
YacTO XBOPIB Ha 3aCTY/y, HEOAHOPA30BO TIEPEHIC
ITHEBMOHI10, HEKOM(OPTHO MTOUYBAETHCS TIPU BUCOKIT
TeMmIepaTypi NMoBiTPsL. BHACTIIOK reperpiBaHHs 1T/
BUIIYEThCs TemriepatypaTinano 39—40°C. 3aranbamit
CTaH 33/I0BIIbHUIN. XBOPUI CEPeIHHOTO 3POCTY, CTa-
Typa 6e3 ocobamuBocTeil. XapakTepHUl JUIbOBUIA
depert: BUPaKeHi JIOOHI OYrpu, HU3BKO MOCAJKEH]
o4, AOOPIAIA BUAOBKEHE 1 TOMITHO BUITHHAETHCST
Brepea. Hic cimymonmomibnmii, mkipa Omiga, cyxa,
3MOPIIIKYBaTa, HeMa€ MyIIKOBOTO BoJioccs. [ToBiku
rinepemoBani, cksaayacti (cumnrom Moprana).
Crm30Bi 000JIOHKY OY€ll i POTOBOI MOPOKHUHM CYXi,
rinepemoBani. MoTo6OSA3HD 1 BUpakeHUi ekcdoria-
TUBHUI XeWIiT, pagiapHi Tpimuau ry6. 3you pizHoi
BeJIMYUHH, Oe3 JiacTeM, MaloTh BUIJISL]] MOHOJIITHOL
IJIACTUHY, 3 Jielb TOMITHUMU TIOBEPXHEBUMU MiK-
3yOHUMH 3ariuOsreHHssMu. Bposu 1 Bil pizki, pizHol
noxuHn. Ha 10710H:X 1 cTOnax BUpaKeHUN KepaTos,
Tpimuuuy. IIKipa B MAKOTIHHUX 1 JIKTHOBUX 3TMHAX
JlixeHi(hikoBaHa, PO3UYyXU BKPUTI KOPUUHEBUMU Kip-
KaMu. 3arajJlbHUI aHali3 KpoBi, cedi, GioxXimiuHi
nokaszHuku 6e3 3mid. [1iz yac Y 3/1 BUSBIEHO O3HAKU
XPOHIYHOTO XOJIEITUCTUTY, peakirist Baccepmana Hera-
tuBHa. Ha peHTreHorpami rpyiHoi KJTKM 1aTOJIOTi
He BHUSBJEHO, XBOPOTO IPOKOHCYJBTOBAHO.
[liarHocTOBaHO €KTO/IEPMAJIbHY JMCIIIA3i10, aHTi/Ipo-
TUYHY (HOpMY, ATOIIYHUN JIEPMATHT.

Ycix nalieHTiB MPOKOHCYJIBTYBaB TeHETUK, STKIH
MATBEPANB AiaTHO3 €eKTOAepMaJbHOl AWCIIa3ii
Kpicra—Cimenca—Typena. ¥ 1Box XBOpUX OTpUMa-

Puc. 4. EKTOA€@PMOABHO AUCTIACSIS. PiaKe HidkKHe
BOAOCCS HO FOAOBI T GOPOAI

Puc. 5. EKtToaepMaAbHAO AMciAasia. Aedopmauis
NAAbLLB

HO GiomrTat 1ikipu rreda. I1ix gac matoricrosoriaHo-
ro JOCTiKEeHHSI BUABJIEHO CTOHIIEHUM eriiepMic,
eTijiepMaibHi COCOUYKM 3ryia/pKkeHi. KosareHoBi Ta
eJTaCTUYHI BOJIOKHA, KPOBOHOCHI CyZIMTHN HE3MiHEHI.
CrioJy4HO-TKaHUHHI KJITHHHI eJieMeHTH 6e3 0co0.m-
BuX 3MiH. ITOTOBKX 347103 1 IPOTOK HeMa€e abo K BUSIB-
JISTIOTBCS Jiniie ixHi pyauMmeHTH. Crioctepiraerbest
TITOTIJTA31sT CATHHUX 327103 1 BOJIOCSHUX (POTKYJTIB.

XBOpPUM TIPU3HAYEHO CUMITOMATUYHY Tepariio:
Bitamian A, E, rpynu B, >kupHi 3B0JI0XKYyBaJbHI
KpeMu TocTifiHo. PekoMeH10BaHO YHUKATH TTeperpi-
BaHHs, COHSYHUX TTPOMEHiB, HOCUTH COHIIE3aXNCHI
okyJssipu. [Ipu rineprepmii mpuU3HAYaTIN TPOTUIIN-
xoMaHKoBi 3aco6u. /[Bom xBopum Ha MCEK Bcra-
HositeHo L1 rpyty inBastiziHOCTI.

[ToBimoMmyeHHsT MalOTh KIIHIYHAN iHTEpec A
JIEPMATOJIOTIB, TIeIaTPiB i TeHETUKIB.
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' Heano-Ppankosckutl HauuoHaIbHbLil MeOUUUNCKULL YHUBEDCUMem
2 KooMbUICKULL pationHolil 0epMamoseneposozudeckutl ducnancep

CAYYOW SKTOAEPMOABHOM AUCIAQSZNN

Crarbst TIOCBSIIIEHA WCCJAEOBAHUIO HTHOMATOTEHe3a W KJIMHUYECKOW CUMITOMATHKH PEAKOCTHOTO 3a00JI€BaHUST —
AKTOIEPMABbHOI inciiiasun. ONucaHbl KIMHUYECKUE BAPUAHTHI COOCTBEHHBIX HAOIIOIEHIIA TPEX CJIYYaeB 9KTOAEPMATb-
HOM JIUCIJIa3ny, IPUBE/ICHA ITUCTOJIOIHYecKas KapTuHa.

KmoueBbie cioBa: IKTOAEPMaJIbHAA JUCILIA3WA, KIMHUYIECKNE PAa3HOBUAHOCTH, IUATrHOCTHUKA, JIEUECHHE.

V.E. Tkach', A.P. Motulyak’, L.I. Genyk?, A.M. Pavlychko?, O.Yu. Zelinska'

! [vano-Frankivsk National Medical University
2Kolomyja District Dermato-Venerological Clinic

Cases of ectodermal dysplasia

The article is devoted to the investigation of etiopathogenesis and clinical symptoms of a rare disease — ectodermal
dysplasia. Clinical types of our own observation of three cases of ectodermal dysplasia are described, their histological
picture is presented.

Key words: ectodermal dysplasia, clinical varieties, diagnostics, treatment.
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