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BUNAAOK PIi3HMX $OPM CMAAKOBUX

KEPATOAEPMIN B OAHIV CIM'|

Ormnrcano BUMAI0K PisHUX GOPM CITAKOBUX KEPATOAEPMiil B O/IHII cim'i.

K.ouosi ciioBa

CriazikoBi KepaToiepMii, CIIaIKOBUIA TiI0NIOBHO-/I0JIOHHUI KepaTo3d TocTa— YHHM, BOTHUIIIEBA
kepatozepmia CiMeHca, KITIHIYHUN BUTIAIOK, JIIKYBAHHS.

KepaTO/:[epMﬁ — IIe TeTepoTeHHa TPyTa 3aXBO-
pIOBaHb, MO XapaKTepU3yIOThCH HAJJTUIIKO-
BUM OPOTOBIHHSIM OKPEMUX JIIJITHOK TIKIPH 1 MPO-
SABJATOTHCA AN Y3HUM YW BOTHUTIEBUM ITOTOBIICH-
HSIM POTOBOTO APy eMiIePMicy T0JOHb 1 MiIOIIOB.
Y 4YacTUHM TAIi€EHTIB BOHU YacTO MOENHYIOTbCS
3 KepaTo3aM| iHIO1 JIOKaJIi3allii, EKTOIepMaTbHOIO
JIMCIIIa3iero (3MiHOI0 BOJIOCCS 1 HITTiB) Ta 3armaJien-
uaMm [1, 2]. IIpoBokyiounMyu YNHHUKAMU PO3BUTKY
HaOyTHX KepaToAepMiii € TOpMOHAIbHI AUCHYHKIIIT,
HU3BKUI piBeHb BiTaMmiHy A, BipycHI iHdexIrii,
nopyiieHHst KpopooOiry. Criazkosi popmu kepaTo-
JIEPMiil TTepeIaloThCsT 3 TTIOKOJITHHS B TTOKOJITHHS 32
aBTOCOMHO-JIOMIHAHTHUM THUIIOM, B IXHIil OCHOBI
JIEXKUTh MYTAallisl TeHIB, IO BIATIOBIAAIOTH 3 TIPOIIEC
oporoBinH4. I1i reHozIepMaTO31 32 4aCTOTOIO BUSIB-
JIEHHS TTOCIZIAIOTh IPYTe Miclie B CTPYKTYPI CIIaIKO-
BUX 3aXBOPIOBaHb INKiPU MiCJs iXTiO3M(MOPMHUX
ypaskeHs [3, 4].

Haii6ispin mommupeHnMu  (opMaMi  CITaIKOBOT
KepaTozepwmii € indysHa Kepatogepmisa Tocta— Yaan
i BornumieBa kKepatonepmis Cimernca. Bornu maioTh
ciMeHUII XapaKTep i 9acTO BUHUKAIOTH y iTeid,
6aThKN IKUX MAlOTh KPOBHY CHOPIAHEHICTS |3, 6].

CnazikoBuUii TiIOMTOBHO-IOJIOHHUM KepaTo3 (Ke-
patozxepmisa Tocta—Yuuu, nudysHa HeelriepMoJTi-
TUYHA JIOJIOHHO-TIIONTOBHA KepaToiepMis) OIuca-
nuit me B 1880—1883 pp. Lle mommpena dopma
CIAKOBO1 AN Yy3HOI KepaToiepMil, MPUINHOIO STKO1
e myTartig rera KRT1, yHaciiziok 9oro mopyuryeTn-
csI YTBOPEHHS KepaTuHy-1. 3aXBOPIOBAHHS Xapak-

TEPUBYETHCSI KEPaTO30M JIOJIOHb 1 MifomoB Oe3
repexo/ly Ha iHIII JIJISHKY 1Kipu. BugBiseTbes
B TICPIITi POKY JKUTTS Y BUTJIS/L JIETKOTO TIOTOBIIEH-
HsI IOKipH, 0 4—5 POKIB ITOCTYIIOBO HAapOCTaE,
BUHUKAIOTh MACUBHI CYIIiJIbHI OPOTOBIHHS JOJIOHB
i migomoB. Porosi HamapyBaHHSI TJIajiKi, TOBCTI,
JKOBTOTO KOJIBOPY, HEPIZKO 3 TpilTUHAMU. Xapak-
TEPHOIO 03HAKOIO € By3bKa CMYTa JIiBiZIHOTO KOJIbO-
Py Ha Me:Ki 31 310pOBOIO TIKipoto. CIOCTepiraeThes
rimeprizpos. Hirri MoxyTh OyTH MOTOBIIEHI, Ie-
dbopmoBai, 3 rpebiHIAMY Ha IXHIN IIOBEPXHI, MOK-
JIUBi OCTEOTIOPO3 i OCTEOi3HC (hasIamT.

Borammena kepatomepmia Cimenca (ommcaHa
H.W. Siemens y 1921 p.) nasexutb 10 PiIKUX pi3-
HOBU/IIB KepaTozepMii. B ii OCHOBI Ie3KUTh My TaIlist
rena DSG1, 1m0 npusBoAuTh 0 TOPYIIEHHS YTBO-
PEHHS KepaToriaminy. 3aXBOPIOBaHHSI PO3BUBAETDH-
cs1 y Billi 3—5 POKIB 1 BUSIBJISIETBCSI JOCTATHBO
BeTMKAMU (iamMmeTpoM 1—5 ¢M) misTHKAMU Kepa-
TO3Y B 30Hi JOJOHB i MiJIONIOB, IKi (POPMYIOTHCS
BUHATKOBO Ha MICIIIX TUCKY 1 XapaKTePU3yIOThCI
BUPAKEHOIO GOJIIOYICTIO, 0COOIUBO IiJT Yac XOAbOM.

[li 3axBOpIOBaHHA PO3BUBAIOTHCS B PAHHBOMY
JTUTUHCTBI, HE € 3arpO3JIUBUMH [T SKUTTS, aje
3HAYHO TOTIPIIYIOTh HOTO SKIiCTh, CIPUUNHSIIOYU
3HAYHUHN TICUXO0EMOTIiIHUI cTpec y malienTa. 3a-
3BUYAll iX JIarHOCTYIOTh Ha MiACTaBi KJIHIYHOI
kapruan. HeobxigHo audepeHIioBaT 3 iHITHMI
cnaskoBuM (Bepuepa, bymike—®imep—bpayepa,
I'peiitepa, ITamiitona—Jledenpa) un HaOYTIME Ke-
patoxepMmigmu (TIpU JieTipi, TIMOQYHKITI HTUTOTIO-
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mi6mHoi 3a1031, TIcopiasi, exksemi). I mompu Te, 1o
JIIKYBaHHSI HE 3yYMOBJIIOE ITOBHOTO OJIY:KaHHS, 32
YMOBHU CBOEYACHOI JIarHOCTUKU 1 IPaBUJIBHOTO
BEJICHHSI TAIlIEHTA MOXKHA 3HAYHO 3MEHIITUTU BUPA-
JKEHICTh CUMIITOMIB 3aXBOPIOBAHHS 1 TOKPAIIUTH
AKICTD foro sxuTTs [7—9].

HaBoaumo mikaBuil KJAiHIYHUN BUTIAIOK PI3HUX
CITaJIKOBUX KepaToepMili B MesKaxX OfHI€ET ciMT.

Ha nipuiiom 3BepHyJIMCS JKUTEJ TPCbKOTO Pa-
floHy, MoJIo/i 6aThKK 3 JBOMA AiThbMU ([IiBUaTKa 4
1 7 pokiB) 31 cKapraMu Ha BUPa’keHe MMOTOBIIEHHSI
HWIKipK cTOoI, IXHIO O0JIIOUICTD i Yac X0ab0u, mos-
BY KPOBOTOUMBUX TPIll[HH.

JliTy napoguincs 340poBuMy, 6e3 03HAK I1ATO-
Jiorii 3 GOKY MIKipy YM BHYTPIIIHIX opraniB. Y Bii
3—4 poxu y CcTapIroi JOUYKHU TOYaAJI BUHUKATH TiTle-
peMilioBaHi TJIAIMU 3 JIYIIEHHAM, SKi CIIPUYUHSAIN
HoMipHWMii cBepOiK. [lepMarTosior iarHocTyBaB KOH-
TaKTHUU AePMATUT, SKUH ITOB’s3aB i3 HESIKiCHUM
B3YTTSIM, TPU3HAUUB CTEPOITHY Ma3b, aje eheKT Bif
TaKOro JIiKyBaHHs OyB THMYacoBUM. Yepes KibKa
MICAIIiB 3HOBY BUHUKJIM TaKi caMi BUCUTIAHHS, ajie
ITOBTOPHO [0 JIiKapsl BJKe He 3BEPTAJIUCS, CAMOCTiii-
HO BUKOPHUCTOBYBAJIM Pi3HI KUPHI KpPeMH, a JIsT
3HATTS HaIlapyBaHb EITiIEPMICY 3aCTOCOBYBAJIN
nem3y. B 6 pokiB y IUTHHY IIarHOCTYBAJIN TLIOCKO-
CTOIICTD 1 3 IIbOTO Yacy KJiHIYHA KapTUHA Iovaja
pi3Ko moripuryBaTtuch. B 0CiHHBO-3UMOBUI TTEPiON
Ha TPO6JIEMHNX IiISHKAX BUHUKAIM 0009l Tpi-
HIMHYW, 110 KPOBOTOYMJIM, JUTUHA BiJIMOBJISLIACS
XOAUTU 110 miKoau. Ilicagd BTUpaHHS TJIIEPUHY
1 po3unHy BiTaMiHy A CTaH JeNI0 MOKPAIIyBaBCs.
Ha ganmit MOMEHT AWTHHA CKapsKujaacs Ha Oijb
i BUpaxkeHuit AucKoM(bOPT T1i/1 9ac XOAbOU Y B3YTTi.
Y Mosto/i1101 cecTpu XBOPOI TEK MOYATN BUSBJISATH-
Cs1 CUMIITOMU 1I0AI6HOI XBOpOOU.

3i ciiB 6aThKiB, TAKUX 3aXBOPIOBAHb Hi Y KOTO
3 poauuiB He OyJs0, Xo4ua y 6abyci (1o 6aTbKOBiit
Jiinii) 3aBxkau OyJa cyxa IKipa.

[ani orsisany AuTUHM 7 POKIB: KyJIbra€, BUsIBJIE-
Ho Basbrycny nedopmariio crom (puc. 1). [TaTomo-
TIYHUI TPOTIEC € CUMETPUIHUM, JIOKATI3yEThC HA
MiIOIIOBHIN MTOBEPXHI CTOII, Y MiCIISIX Haf6iIbIIO-
ro TepTs i TUCKY (30HA 1iecHO(hATaHTOBUX CYTJIO-
6iB, II'AITKHU, JIaT€PAIbHOI IIOBEPXHI BEJIUKUX MaJIb-
I[iB CTOIT) HAsSBHI OKPYIJ BOTHUIIA BUPAKEHOTO
MMOTOBIIEHHS MIKIpH 1 JynieHHs. Boruumia aiamer-
poM 4—6 cM 4YiTKO BiMesKOBaHi Biji 30POBOI
IMKIipHU, OTOYEHI TinmepeMiilOBaHUM BIHUMKOM
(puc. 2). Ilpu nanbnarii — BupakeHa GOIOYICTb.
HirtpboBi mjaacTUHKY CTOI KOBTYBaTi, TOTOBIIIEHI,
3 IomepevyHolo mocMmyrosaHicTio (puc. 3). 3a
pesyJabsTaTaMy TPUKPATHOI MiKpPOCKOIIil rpubiB He
BUSBJICHO.

Ha nononsax y apissnil TeHapa i rinmoreHapa —
OKPYTJIi BOTHUIIIA POKEBO-YEPBOHOTO KOTBOPY [Tia-

metpoM 1—1,5 ¢cM 3 TOMIpHUM TIOTOBIIEHHIM
ITKipH, MOPoXoBaTi. Bupakena cyxicTh MKipH.

Bouiocea ne ypaxene. IIkipa Ha iHmmAxX AijasH-
KaxX Tijla HOPMaJIbHOTO 3BOJIOJKEHHS Ta €JIACTUUHOC-
Ti, Typrop 36epexKeHuii.

Y Momoamiol cecTpu Ha MiONIBax i JOJIOHIX
HasiBHI OKpeMi OKPYTJIi BOTHUIIA SICKPaBOi Tinepe-
Mii 3 HaIlapyBaHHSM TilMepKePaTOTUYHUX Mac i
roBepxHeBUMHU TpimmrHaMu. Ha BosiocucTiit yactu-
Hi TOJIOBU BUSBJIEHO ANDY3HE TOPIIIHHI BOJIOCCI
3 BUPa)XeHOIO cyXicTio i slamkicTio. HirTboBi niac-
THHKH CTOI )KOBTYBATi, KPUXKI.

Pesysbrati orsisay 6aThbKiB: y MaMu BHIMMOI
MaToJIOTII TKIPHU He BUSBJICHO, ajie HasiBHA TOMipHa
CyXiCTb HIKIPH.

YV barbka, 28 POKiB, Ha MiZONIBAX CYILJIbHIIT
rinepkepaTo3 (B OKPEeMUX JIIJITHKAX TOBIIMHOIO /IO
1 cM) KOBTO-KOPUYHEBOTO KOJBOPY, B OKPEMUX
JISHKAX 3 OJIMCKOM, JIiBIZIOIOAIOHOI0 €PUTEMHOIO
CMY’KKOIO TIUPUHOI 1—3 MM Ha MeXKi 31 30pOBOIO
MIKiPOIO, TTIOBEPXHEBUMU TPIIMHAMHA, HE3HAUHUM
aymenaaM. [lkipa B nnx 30Hax TBepaa, XOJOIHA,
YyTJAWUBICTD il Pi3KO 3HMKEHA. BifMiueHO BUpaxke-
HU TIIEPTiIpo3, Mallepaliio, TPIMHA B MiXKITaIb-
LEeBUX CKJaJKax cToll. HirTboBi IJIACTUHKU CTOIL
OPYIHO-KOPUYHEBOTO KOJIbOPY, MOTOBIIEHi, KpPH-
maThcst 3 BirbHOTO Kpaio (puc. 4). Ilpm 3uarti
POTOBUX MaC 3aJIUIIAETHCST KPATePOIoAiOHA BIIa[1-
Ha (puc. 5). Ha nosonsx — momipHO BHpakene
MTOTOBIIEHHS MKIPU IO BCili TIJIOMTI.

[TpoBeero abopaTopHe JOCTIZKEHHS JIYCOK
3 MUKIAJIBIIEBUX CKJIAAO0K CTOII 1 HITTbOBUX TLJIACTH-
HOK, 32 pe3yJIbTaTaMy SKOTO BUSBJIEHO MiKOTUYHY
IH(EKITIIo JaHNX A1JISTHOK.

3a MaHUMU aHaMHe3y BCTaHOBJEHO, IO JaHi
BUSIBU TPUBATOTD 3 BiKy 1,5—2 poxu, aje 10 JTiKapis
He 3BepTaBcs i He JIiKyBaBcs. baTbku OB’93yBan
e i3 4acTuM XOMIHHSIM OOCOHIK Ta HE3PYYHUM
B3YTTsIM, sIK€ IUTHHA HOCUJIA He 3a po3Mipom (OyB
TPETHIO MUTUHOIO B CiM'l, SIKA JKUJIa HE3aMOKHO).
¥ crapuroro 6para, IKUI TIOMep Bij paKy IIUTOIO-
MiOHOT 31031 y Billi 36 POKiB, 1 y AsbKa TeK OyJia
«TOBCTA MIKipay Ha MiJ0MIBaX 1 T0JOHAX.

[iarnos miteii: BoraumnieBa kKeparojepmis Ci-
Menca. OnixoauctTpodist CTor.

YV 3B’s13Ky i3 BUANMOIO JiehopMaItiero 060X CTOII
PEKOMEeH/I0BaHi KOHCYJIBTAIIiS TUTSIOTO TPABMATO-
JIOTa-OPTOIe/Ia i 10CipKeHHsT (DYHKIIT IUTOTIO/i0-
HOI 3aJI031 1 MeYiHKH, OCKIJIBKY TOTipIIeHHs Tepe-
6iry xBopoOu Mozke OyTH MOB’sI3aHe i3 TaTOJIOTIE0
[IUX OPTaHiB.

Jliarno3 GarbKa: audysHa Ii0MO0BHO-I0JOHHA
kepatonepMmisti Tocta—¥Yunu. Miko3 crom. Omi-
XOMIKO3.

Ycim XBOpHMM YJieHaM CciM'i MpuU3HaveHo BiTa-
MiH Ay BUCOKHUX /103ax: 6aTbKOBI (ITiCJIst Ky BaHHsT
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Puc. 1. BaAbryCHa aoedopmauis CTon, CUMETPUYHICTb
NATOAOFIYHOro npouecy

Puc. 2. BorHuwua rinepkeparosy B MiCLSIX TUCKY

Puc. 3. OHixoamuctpoddis

emigepmodiTii) «AEBiT» 110 1 Karmcyi ABiUi HA IeHB
mporsaroM 2 Mmic (mo6oBa mosa Bitaminy A —
200000 MO, Bitaminy E — 200 mr) 3 mogamabimmm
npuitomom tepdekruay mo 1 tabserii Ha JeHb
VIPOJIOBXK 2 Mic; IiTaM — BiTamin A mo 1 xamcysi
Tpudi Ha genb (1060Ba go3a — 7500 MO) Ha 4 mic.

Buxopuctanua peTUHOIMIB 715 JTIKyBaHHS Ke-
parozepmii Cimenca mae moOpi pesysabraTu, aje,
BPaxOBYIOUHM BiK JliTeil, 0yJI0 BUPIIIEHO BiITEpMiHY-
BaTH 1110 Tepariio.

[Ipu xepatonepmii Tocta—YHHU peTUHOIAN He-
eexTUBHi, TOMY IXHE BUKOPUCTANHS JIJIsI JIiKyBaH-
Hs1 GaThKa OyJI0 BUBHAHO HEIOILIbHIIM.

B gkocti MiciieBoro JiikyBaHHsI IPOBEIEHO BiJl-
nmapyBaHHs 32 MetogoM Apiesnua. Ha 1 Tk mpu-
sHaueHo kpeMm «Kapbomepm» Tig OKJIIO3iiHY mO-
B’3KY /IBiUi Ha JICHb 3 TIOJATBIIIIM BUKOPUCTAHHIM
MTOM SIKIITYBaJIBHOTO JITIOJIOCBIOHY Ha OCHOBI C€YO0-
BuHM «Excimiam M».

PekomenioBano 060B’sI3KOBO HOCUTH M’sIKe, He-
TpaBMmyltode B3yTTsA. [Ipu GOM0OYMX ypakeHHSIX

Puc. 4. CyuiAbHUI YXOBTUI rinepKepaTos

Puc. 5. Kpateponoai6Ha BNIOAWHA, TOBLUMHA
Keparosy 1cm

IKIPU CTONU JJISI 3aXUCTY JALISHKU 3POTOBIHHS
OpTOTe/l TTPU3HAUYNB HOCIHHS M SIKUX TIPOKJIAJIOK
i IPOTEKTOPIB, AKi MOTPIOHI A1 KOPEKIIiT TOI0KeH-
Hs1 cTonM ab0 OKPEMUX 1i 4acTHH.
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[Ticng mpoBeieHOro JIiKYyBaHHS CTaH MIKipU T1a-
IIEHTIB TTOKPAIIUBCS.

Buchnosknu

Borunwumesa kepatoxepmis Cimenca i audysuuni
MI0TIOBHO-TOJOHHNHN KepaTto3 Tocta—YHHU €
reHoJiepMaTo3aMu, AKi TMOPIBHSHO PiIKO 3yCTpi-
4aroThCs B IPaKTUII AepmaToJsiora. [lsg maTosoris
BIIJTUBAE HA SKICTh XXUTTS XBOPUX, Yy JAESKUX
BUITaJIKaX MPU3BOIUTD 10 iHBATIIU3aIlil: BHACTI-
TOK siechopMallii CTOI PO3BUBAETHCS OCTEOAPTPO3
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Hsano-Dpanko6ckuil HauUOHAIbHbIL MEOUUUNCKUL YHUBEPCUMEM

CAy4aM PA3HbIX POPM HOCAEACTBEHHBIX KELATOAEPMUM

B OAHOW CeMbe

Ormnucan ciryyail pa3HbixX OpPM HACJIEICTBEHHBIX KEPATOAEPMUIL B OIHOI CeMbe.

KimoueBbie cioBa: HaCJIe/ICTBEHHbIE KEPATOAEPMUN, HaCJIeﬂCTBeHHbeI HO[[OHIBGHHO-JI&I[OHHHﬁ KepaTo3 TOCT}l*yHHbI,
o4daroBast KepaToAepMuA CI/IMeHca, KJINHUYECKUT C]Iy‘IaI7I, JieyeHue.

Kh.Ya. Nykolaichuk, M.S. Voloshynovych, O.D. Aleksandruk

Tvano-Frankivsk National Medical University

Case of different forms of hereditary keratodermas

within one family

A case of different forms of hereditary keratodermas within one family is described.

Key words: hereditary keratodermas, hereditary palmoplantar keratosis type Thost—Unna, focal keratoderma of Siemens,

clinical case, treatment.
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