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BUNOAOK PI3HMX GOPM CNAAKOBUX
KEPATOAEPMIN B OAHIM CIM']

Omucano BUNIAIOK Pi3Hux OpM CIIAIKOBUX KEPATOAEPMIill B OfIHiiT ciM 1.

Kirouosi ciioBa

CrazmkoBi KepaToepMii, CIIAIKOBUN ITiOIIOBHO-TOOHHUI KepaTo3 TocTa— YHHM, BOTHUIIIEBA
keparozepmisa CiMeHca, KITIHIYHUI BUTIAIOK, JIIKYBaHHS.

KepaTOHepMﬁ — 1le TeTeporeHHa Tpyrna 3aXBo-
PIOBaHb, IO XapPaKTePU3YIOThCS HAAJIUIIKO-
BUM OPOTOBIHHSIM OKPEMUX JIJISHOK HIKIPH 1 MPO-
SABJIAOTHC TUMY3HUM Y BOTHUTIEBUM MTOTOBIIEH-
HSIM POTOBOTO IIAPy eIlijiepMicy JI0JIOHb 1 MMi/I0IIO0B.
Y 4YacTWHUM TAIliEHTIB BOHU YacTO TOEMHYIOTHCS
3 KepaTto3aMHM iHII01 JIOKaJi3allii, eKTo/IepMaJIbHOIO0
JICTITa3i€1o (3MIHOIO BOJIOCCS 1 HITTIB) Ta 3amajeH-
g [1, 2]. IIpoBoKyIOUMMU YUHHUKAMHU PO3BUTKY
HaOyTUX KepaToAepMiii € TOpPMOHAJIbHI AMCHYHKIIIT,
HU3bKWI piBeHb BiTaminy A, BipycHi iHeKIIii,
nopyieHHst KpoBooobiry. Craakosi popmu KepaTo-
JIepMiil 1epe/laloThCs 3 MOKOJITHHS B MMOKOJITHHS 32
aBTOCOMHO-JIOMiHAHTHUM TUIIOM, B IXHIiil OCHOBI
JIESKUTDb MyTallis reHiB, 1110 BiIIIOBI/Ial0Th 3a MPOoIec
oporosiaHs. Ili reHozepMaTO31 32 4ACTOTOIO BUSIB-
JIEHHS TIOCIJIal0Th JIpyTe Miclle B CTPYKTYPI CIIaJKO-
BUX 3aXBOPIOBaHb IMKIPU MICISA iXTiO3MMDOPMHUX
ypaxxeHs [3, 4].

Haiibinbimn mommpenuMu hopMamMu  CriaJKOBOI
KepaToziepmii € ardysna keparonaepMist Tocta—YHHI
i BoraumeBa Kepatogepmis Cimenca. Boru maioTh
ciMeliHUII XapaKkTep 1 4acTO BUHHUKAIOTHb Yy JIiTEH,
6aThKM SIKMX MalOTh KPOBHY CIIOPiHEHICTH |3, 6].

CriasIkoBUIA 111 10IIOBHO-ZI0JIOHHUIT KepaTo3 (Ke-
patonepmia Tocta—Yuuu, mudysHa HeemigepMoJTi-
TUYHA JIOJIOHHO-ITI/IONIOBHA KEPaTo/iepMis) oruca-
nuii me B 1880—1883 pp. lle mommpena gopma
CIIaIKOBO1 AUDY3HOI KepaToaepMii, MPUINHOIO STKO1
e myTaiisg rega KRT1, yHacaizok 9oro mopymyeThb-
cs YTBOpPEeHHS KepaTuHy-1. 3aXxBopioBaHHS Xapak-

TEPU3YETHCS KepPaTo30oM JIOJIOHb i mijomioB 6e3
Tepexo/ly Ha iHMI JiMSHKA MKipu. Busasagerncs
B TIEPIITi POKY JKUTTS Y BUTJISA/II JIETKOTO TOTOBIIECH-
HS TIKIpU, 70 4—5 POKIB TOCTYTIOBO HAPOCTAE,
BUHMKAIOTh MAaCUBHI CYIIIJIbHI OPOTOBIHHS JI0JIOHB
i migomos. PoroBi HamapyBaHHS TJIA[Ki, TOBCTI,
JKOBTOT'O KOJIbOPY, HEPIJIKO 3 TpilluHAMU. Xapak-
TEPHOTO 03HAKOIO € By3bKa CMYTA JIBITHOTO KOJIHO-
Py Ha Mesxi 3i 310poBoIo miKipoio. CriocTepiraeTbes
rineprigpos. Hirri MokyTh OyTH MOTOBIIEHI, je-
dbopmoBaHi, 3 TpebIHIAMY Ha IXHiiT TTOBEPXHi, MOK-
JIUBI OCTEOTIOPO3 1 OCTEOi31C (haIaHT.

Boruwmesa kepatonepmiss Cimenca (omumcana
H.W. Siemens y 1921 p.) HamexuTh 10 PIIKUX Pi3-
HOBU/IIB KepaToiepMii. B 11 OCHOBI JIesKUTH MyTallisd
rega DSG1, mo npusBoguTh 10 TOPYIIEHHS YTBO-
PEHHST KepaToTiaiHy. 3aXBOPIOBAHHS PO3BUBAETH-
¢y Bimi 3—5 POKIB i BUSBISAETHCS JTOCTATHHO
BesukuMu (miamerpom 1—5 cM) IistHKaMu Kepa-
TO3y B 30HI IOJIOHB 1 MIIOMIOB, SAKi (POPMYIOTHCS
BUHSITKOBO Ha MICIISIX THUCKY i XapaKTepPU3YIOThCS
BUPaKEHOIO 00JII0UICTIO, 0COOIMBO IIifl 4ac XOAbOM.

I1i 3axBOpIOBaHHS PO3BUBAIOTLCS B PAHHBOMY
IUTUHCTBI, He € 3arpPO3JTUBUMU [JId KUTTS, aje
3HAYHO TIOTIPIHIYIOTh WOTO SIKICTh, CIPUYUHSIOUN
3HAYHUI TICUXOEMOIINHNN CTpec y malieHTa. 3a-
3BUYaAll 1X JIIarHOCTYIOTh Ha Ii/ICTaBl KJiHIYHOI
kaprutu. HeoOxizHo mudepenitiioBatu 3 iHITUME
cnazkoBuM (Bephepa, Bymike—®Dimep—Dbpayepa,
Ipeiitepa, Taniiiona—Jledespa) un HAOyTUMK Ke-
paTozepMissMu (TIpU JIeTpi, TIMOoMYHKIII MUTOTIO-
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HMiOHOT 3a7103M, TIcopiasi, exsemi). 1 mompu Te, 1o
JIIKyBaHHSI HE 3yMOBJIIOE TTOBHOTO OJyKaHHS, 3a
YMOBHU CBO€YACHOI JIaTHOCTUKH 1 TPaBUILHOTO
BEJICHHS TTAIliEHTa MOKHA 3HAYHO 3MEHIITUTH BUpPa-
JKEHICTh CUMIITOMIB 3aXBOPIOBAHHS 1 TOKPAIIUTH
SKicTb fioro kuTTs [7—9].

HaBojumo mikaBuil KIiHIYHUI BUTIAI0K PiSHUX
CIIAJIKOBUX KepaToJepMiil B Meskax o/iHi€el ciM’i.

Ha mpuiiom 3BepHyIUCS KUTENI TipChKOTO pa-
fony, Mosiozi 6aThbKM 3 ABOMa AiTbMU (IiBUaTKa 4
i 7 poKiB) 3i ckapraMu Ha BUPa’keHe TTOTOBIIEHHS
HIKIpU CTOII, IXHIO GOJIOUICTD 11i/] Yac Xoab0u, mosi-
BY KPOBOTOUMBUX TPITIUH.

Jliti HapoauInCs 3710pOBUMH, 6e3 03HaK TaTo-
Jiorii 3 60Ky MIKipK 4M BHYTPIlIHIX opraniB. Y Billi
3—4 POKM y cTapIIoi OYKK TI0Ya/ I BUHUKATH Tille-
pemiifoBaHi MJSAMA 3 JIYMIEHHSM, SKi CIIPUYUHSIN
moMipHuMii cBepOizkK. lepMaToJIor AiarHOCTyBaB KOH-
TaKTHUHN JI€PMaTHUT, KWW TIOB’SI3aB i3 HESKICHUM
B3YTTSM, IPU3HAYNB CTEPOIIHY Ma3b, ajie eheKT Bijl
TAKOTO JIKyBaHHs OyB TUM4YacoBUM. Yepes KiabKa
MiCSI[iB 3HOBY BUHUKJIM TaKi caMi BUCUIIAHHS, ajie
ITOBTOPHO /IO JIiKapsl BJKe He 3BEPTAJINCS, CAMOCTii-
HO BUKOPHUCTOBYBaJIM Pi3HI JKUPHI Kpemu, a g
3HATTS HaNlapyBaHb €IiJIepMiCy 3acTOCOBYBAJIN
neM3y. B 6 pokiB y IUTHHM [iarHOCTYBAJIH TIJIOCKO-
CTOIIICTD 1 3 IILOTO Yacy KJiHiYHA KapTUHA MoYaJa
pi3KoO moripiryBaTuch. B 0CiHHBO-3UMOBUI 11€PiO/]
Ha TPOOJEMHUX JIJITHKaX BUHUKaIW GOJIIOYl Tpi-
IIMHY, 10 KPOBOTOYMJIM, JUTHHA BiIMOBJISJIACS
xoautu no mkomu. Ilicia BTupamasa Tiinepuny
i po3unHy BiTamiHy A cTaH JeIIo MOKPaIlyBaBCs.
Ha pganwii MOMEHT AMTHMHA CKap:Kuiaacs Ha Oiib
i BUpaskeHUH ArCcKoMMOPT ITijl yac X0601 y B3YTTI.
Y MoJIo/1I01 cecTpr XBOPOI TEK MOYATH BUSIBIISTH-
Cs CUMIITOMU TTOAIOHOT XBOPOOH.

3i criB 6aThKiB, TAKUX 3aXBOPIOBAHD Hi y KOTO
3 poauyis He OyJio, xo4ya y Gabyci (1o 6aTbKOBiii
Jiinii) 3aBskau OyJia cyxa ImKipa.

[ani oryisaty 1uTUHYU 7 POKIiB: KyJIbrae, BUsiBJie-
HO BaJbrycHy nedopwmaritito cror (puc. 1). [laTtomo-
riYHUI TTPOIEC € CUMETPUYHUM, JIOKAJII3yETHCI Ha
HiIONMOBHIN TTOBEPXHI CTOI, Y MiCIsIX HAUO1IbIIO-
ro TepTd i TUCKY (30HA MyIeCHO(hATAHTOBUX CYTJIO-
6iB, I'SITKH, JIATEPAJIbHOI TIOBEPXHI BEJIMKUX MaJIb-
1[iB CTOIT) HasBHI OKPYTJIi BOTHUIIA BUPAKEHOTO
MTOTOBINEHH MKipH i ayierHsa. Borunma aiamer-
poM 4—6 cM YiTKO BigMesKOBaHi BiJl 3I0POBOI
MKipHA, OTOYEeHi TillepeMiiOBaHUM BiHYMKOM
(puc. 2). Tlpu manpoarii — BupaskeHa OOJIOYiCTb.
HirTpoBi mIacTUHKY CTOTI JKOBTYBATi, TOTOBIIEHI,
3 TMOIMepevyHolo MmocMmyroBanicTio (puc. 3). 3a
pesyJibTaTaMy TPUKPATHOI MiKpOCKoIii rpubisB He
BUSIBJIEHO.

Ha mononsx y minsgHIl TeHapa i rimoreHapa —
OKPYTJTi BOTHUIIA PO’KEBO-UYEPBOHOTO KOJILOPY ia-

Merpom 1—1,5 ¢cM 3 HOMIpHUM IOTOBIIEHHSIM
HIKipH, IopoxoBati. BupaskeHa cyxicTh IIKIpH.

Bonocca me ypakene. Illkipa Ha iHIIWX AiISH-
KaxX TiJla HOPMaJIbHOTO 3BOJIOKEHHS Ta €IaCTUIHOC-
Ti, Typrop 36epesKeHmuii.

Y Mojonmiol cecTpy Ha IHONIBAX 1 JOJIOHSX
HasgBHI OKPeMi OKPYTJIi BOTHUIIA SICKPABOI Timepe-
Mil 3 HallapyBaHHSIM TillepKEPATOTHUYHUX Mac i
rmoBepxHeBUMU TpimmmHamMu. Ha BoJsiocucriit vactu-
Hi TOJIOBU BUSIBJIEHO AUMY3HE TOPIMiHHI BOJIOCCS
3 BUpa)keHolo cyxicTio i slaMkicTio. Hirrbosi miac-
TUHKU CTOII JKOBTYBATi, KPUXKI.

Pesyuibratut oruisiy 0aThbKiB: y MaMu BHIMO]
11aTOJIOTT IIKIPY He BUSIBJIEHO, ajie HasiBHA IIOMipHa
CyXiCTb IITKipH.

VY 6artbka, 28 pokiB, Ha TiZONIBAX CYI[iJIBHIIT
rinepkepaTo3 (B OKpeMuX AUIIHKAX TOBIIMHOIO 10
1 cM) JKOBTO-KOPUYHEBOTO KOJBOPY, B OKPEMUX
JiISHKax 3 OJIMCKOM, JIIBIAONOAIOHOI0 ePUTEMHOIO
CMY’KKOIO IUPUHOIO 1—3 MM Ha MeXi 3i 3/[0pOBOIO
MIKipOT0, TTOBEPXHEBUMHM TPIlIMHAMHK, HE3HAYHUM
aymenusm. [lIkipa B nux 30HaX TBepa, X0JO/HA,
YYTJWBICTD 11 pi3Ko 3HMKeHa. Bigmiueno Bupaxe-
HUI TIIEpriipo3, Mallepalliio, TPIlllMHA B MiXKITa/lb-
1eBUX CKaIankax ctom. HirTboBi miacTUHKH CTOT
OPY/IHO-KOPUYHEBOTO KOJIbOPY, IOTOBIIEHI, KPH-
maThcs 3 BuTbHOTO Kkpato (puc. 4). Ilpu 3uaTTi
POTOBHMX Mac 3aJIMIIAETHCST KpaTepoIoiibHa Briaiu-
Ha (puc. 5). Ha posonsix — 1momipHO BUpakeHe
MOTOBIIEHHS TKIPU 110 BCil TJIOIII.

ITpoBesieHO JTabOpaTOpHE AOCIIKEHHS JIyCOK
3 MIDKIIAJIbIIEBUX CKJIQJIOK CTOTI i HITThOBUX IJIACTH-
HOK, 32 Pe3yJIbTaTaMy SKOTO BUSBJIECHO MiKOTUUHY
iH(EKITI0 JaHUX iJISTHOK.

3a MaHUMW aHaMHe3y BCTAHOBJEHO, IO JaHi
BUSIBM TPHBAIOTh 3 Biky 1,5—2 pokwu, aJjie 10 JiiKapiB
He 3BepTaBcs i He JiKyBaBcs. batbku OB’ a3yBan
e i3 4acTUM XOAIiHHSAM GOCOHIK Ta HE3PYYHUM
B3YTTsIM, sIK€ IMTHHA HOCKJIA He 3a po3MipoM (OyB
TPETBHIO UTUHOIO B CiM'l, sSIKA JKMJIa HE3aMOJKHO).
¥ crapioro 6pata, SKUI TOMep Bijl paKy IKTOINO-
Ai6HOT 3a/1031 y Billi 36 pokiB, iy AgabKa Tex OyJia
«TOBCTA MIKipa» Ha MiIONIBaX i JOJOHIX.

[liarnos miteit: BorauieBa kKeparozaepMis Ci-
Menca. OnixomaucTpodist cTor.

Y 3B’3Ky i3 BuAUMOIO AedhopMalliero 060X CTOII
PEKOMEH/I0OBaHI KOHCYIBTAIliS TUTIIOTO TPABMATO-
JIora-opToIe/a i oCiKeH s PYHKIIIT IIUTOmomi6-
HOI 3aJI03H 1 TIEYiHKH1, OCKIJIBKY TOTiPIIeHHSs Tiepe-
6iry xBopoOu Mozke OyTH OB’ 3aHe i3 1aTOJIOTIEI0
IIMX OpPTaHiB.

Jliarnos Garbka: AudysHa MiZ0MI0OBHO-I0J0HHA
keparogepmiss Tocta—Yuuu. Miko3 crton. Omi-
XOMIKO3.

Ycim XBOpPUM YJieHaM CiM'1 MPU3HAYEHO BiTa-
MiH A y BUCOKMX 03aX: 6aTbKOBI (ITicIst Ky BaHHS
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Puvc. 1. BaAerycHa poedpopmalisg cTon, CUMETPUYHICTb
NATOAOFIYHOro npouecy

Puc. 2. BorHuLua rinepkeparosy B MiCLSIX TUCKY

Puc. 3. OHixoamnctpoddis

emnigepmoditii) «AEBiT» 1o 1 xarcyni aBivi Ha 1eHb
nporsirom 2 wmic (mo6oBa mo3a BiTaminy A —
200000 MO, Bitaminy E — 200 Mr) 3 mogaabimmm
npuitomoMm nepdexruay mo 1 tabierii Ha aeHb
YIPOMOBXK 2 Mic; miTaM — BitaMin A no 1 karcyJri
Tpuyi Ha geHb (1o6oBa 1o3a — 7500 MO) Ha 4 wmic.

BukopucTtanHs peTUHOIIB /s JiKyBaHHS Ke-
paromepmii CimeHca gae n00pi pesyJbraTu, aje,
BPaxOBYIOUM BiK AiTeil, 0yJI0 BUPIIIEHO BiATEPMiHY-
BaTH III0 TePariio.

IIpu keparonepmii Tocta—YHHU peTHHOIIN He-
e(exkTUBHI, TOMY IXHE BUKOPUCTAHHS JIJI JIIKyBaH-
Hs1 6aTbKa OyJI0 BUSHAHO HEIOIIIbHIM.

B gxocti MmiciieBoro JiKyBaHHS TPOBENEHO Bijl-
napyBaHHA 32 MeTo/ioM ApieBuua. Ha 1 tmx nipu-
3HaueHo KpeM <«Kapbomepm» IMij OKJIIO3IHHY 110-
B’SI3KY /IBiUi HA /IEHb 3 TIOAAJIBIITIM BUKOPUCTAHHSAM
MTOM’SIKITYBJIBHOTO JITIOJIOCHHOHY Ha OCHOBI Ceyo-
BuHM «Excimian M».

PexoMmen10BaHO 060B’SI3KOBO HOCUTH M'sIKe, He-
TpaBMytode B3yTTs. [Ipu 6Gosoumx ypaskeHHSX

Puc. 5. KpareponoaiGHa BRAAUHA, TOBLLUHA
Keparosy 1 cm

ITKIpU CTONU /I 3aXUCTY MAUISIHKA 3POTOBIHHS
opToTie]] PU3HAYUB HOCIHHA M'SKUX ITPOKIAIOK
i IPOTEKTOPIB, sIKi HOTPIOHI /I7Is1 KOPEKIIiT MOJI0KEH-
Hs cTonu ab0 OKpeMuX il YaCTHH.
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[Ticsia mpoBeseHOTO JMIKYBAHHS CTAH IIKIPHU Ta-
IIEHTIB TOKPAIIUBCS.

Bucuosku

Boruumesa kepatomepmisi Cimernca i audy3Huit
MI0NIOBHO-ZI0JIOHHUHM KepaTto3 Tocta—YHHU €
TeHOZIePMATO3aMu, SIKi MOPIBHSIHO PiZIKO 3yCTpi-
4yaloThCcd B IPaKTuUIli epmarosiora. Ilg matosoris
BIJINBAE HAa SAKICTh JKUTTS XBOPUX, Y AEIKUX
BUIIA/IKaX MPU3BOAMUTDH /10 1HBaJi/IM3allil: BHACII-
JIOK sedopMallii CTOT PO3BUBAETHCS OCTEOAPTPO3
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Hsano-Dpankosckuil HAUUOHATLHOIE MEOUYUHCKULL YHUBEPCUMEN

CAy4aM PA3HbIX $OPM HOCAEACTBEHHBIX KEPATOAEPMNMN

B OAHOW CEMbE

Ommmcan cayvail pa3ubIx (hOpM HACTIECTBEHHBIX KEPATOAEPMHII B OTHOI ceMbe.

KitoueBbie ciioBa: Hacje/CTBEHHBIE KEPATOAEPMIH, HACJIEACTBEHHDIN MMOIOIMBEHHO-JIAJI0HHBIN KepaTo3 TocTa— YHHDI,
ouarosas kepatojepmus CuMeHca, KIMHIYECKUH CIyvaii, iedeHue.

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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