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Beryn. Ilopokepato3 me XpoHiYHE NpOrpecyroue 3aXBOPIOBAaHHS,
TOB's13aHe 3 MOPYLICHHSIM KepaTHHI3allll, 110 NPOSBISIETHCS XapaKTePHUMHU
MOPQOJIOTIYHIMHU O3HAKaMH. Y JIiTepaTypi ONMCAHO INICTh KIIHIYHHX
BapiaHTiB mopokeparo3y. He3Baxkarouu Ha 11e, YITKOTO PO3MEIKYBAHHS MiX
HUMH HeMae, TaK SK U1 PI3HOBHIIB 3aXBOPIOBAHHS XapaKTepHA Oe3iid
nepexpecHux o3Hak [1].

OcHoBHa 4actuHa. Emionozia i namozenes. Ilopokepato3 €
TEHETHYHO TETEPOr€HHMM 3aXBOPIOBAaHHAM. JlepMaTo3 pO3BHBAETHCS
BHACNIJIOK TOPYIICHHS KepaTHHI3allii HEe TUTPKA B BUBIOHHX IPOTOKax
eKKpPIHHUX IIOTOBUX 3aJI03, & ¥ B THpIaxX BOJOCSHUX (QONIKYTIB i
MDKQONIKYISIPHAX 30HAX emiiepMicy, L0 Ja€ MiACTaBy Ha3WBaTH HOTO
napakeparo3oM [1,2]. YTBOpeHHsT poromno/iOHol MIACTUHKU BiI0YBA€EThCH,
Ha JyMKy JeSKMX aBTOpiB, B  pe3ynbTari JBOX  IPOILECIB:
BHYTpiemiiepMaJbHOr0 pYHHYBaHHS KJIITHH (amonTo3) 1 MOpYLIEHHS
KepatuHizalii no Tumy auckeparosza. T. Wade i A.B. Ackerman (1980) y
¢bopMyBaHHI pPOromomiOHOI IJIACTUHKKA OCHOBHE 3HAUCHHS HAJIar0Th
3amanbHUM 3MiHaM B gepmi, S. Margheseu 1 cmiBaBt. (1987) -
MikpouupkystopauM mopymeHasM. R. Heed i P. Leone (1970) BucoBmmu
TIPUITYIIEHHS, III0 B OCHOBI I'iCTOreHe3y HOPOKepaTo3a JeXHUTh M0sIBa KIOHY
3MIHEHHX EIIITEeNIIONUTIB B OCHOBI MapakepaTOTHYHOTO CTOBIYHKA, IO
(hopMye porornoiOHy IIACTHHKY.

HesBaxcaroun Ha Te, 110 Ha IIeif MOMEHT 11eHTH(])IKOBAaHO KillbKa JIOKYCiB
NPUYMHHUX TEHIB TOPOKeparo3y, IaTOreHETUYHUH MEeXaHI3M JIaHOTO
3aXBOPIOBAHHS 3aJIMIIAETHCS HE3'ACOBaHMM. 3MiHHM B JIOKYCax XpOMOCOM
12923.2-24.1 1 15925 (AITAII1 i AITAII2) BusiBieHI HpH CIIaJKOBOMY
JIMCEMIHOBaHOMY IOBEPXHEBOMY aKTHHIYHOMY mnopokeparosi ([AITAIT); B
nokyci xpomocomu 18p 11.3 - mnpu JuCEMiHOBaHOMY IOBEPXHEBOMY
mopokepatosi (AIII). Jlokyc AITAIIl Bixmosinae reny-kangunaty SART3,
SIKMH KOJIy€ aHTHI'eH BIITOPIHEHHS IyXJIHMHH 1, MOXIHMBO, Oepe ydacTb B
perymanii cradicuary marpudnoi PHK. Towne kapryBanHs B JOKyci
JTTAII1 BUSBHIIO TaKOX MYTAllii B iHIIOMY MOTSHIIIHHOMY T€Hi-KaHIHIATI,
SSHI, i Bapianito B npomoytepHiit aingaii ARPC3, sixa rpae xio4oBy
poib a nuHamini akTuHy. Byno mokaszano, mo MmicceHc-mytanii B SSHI
MpHU3BOAATE 10 BTpatu rereposirotnocti npu JITAIL. Omgmak npodimi
ekcrpecii 6ioduimy 1 KiTbKICHOI MOJIiMepa3HOi JIAHIIOTOBOI peakiii B
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peampHOMy daci y reHiB SART3, SSH1 i ARPC3 He mnokasamu
BiIMIHHOCTEH B THIIaX excmpecii [1,3,4].

ToukoBuif TMOpPOKEpaTo3 IOJOHH 1 TINOMIOB KapTyeTbCS HA CMY3i
xpomocomu 12q24.1-24.2 posmipom 6,9 cM, skuii 9acTKOBO NEpEKPHBAE
nimsaky JITAIIL. Ile o3Havae, mo nBi 3a3Ha4eHi (HOPMHU 3aXBOPIOBAHHS €
QIENBHUMH. 3TiJHO 3 TPHUIYIIEHHSIM JOCTIIHWKIB, EKCICHTPHYIHE
TIONIMPEHHST OKPEMUX BOTHHUIN TPH TMOPOKEPaTo3i € HACHiJIKOM Mirparii
MYTaHTHOTO KJIOHY KE€paTHHOLMTIB. Teopis MyTaHTHOTO KJIOHY CIIMPAETHCS
Ha JIaHi, 10 CBiq4aTh npo aHoManbHy IwioinHicTh JJHK i mpo xpomocomHi
BIZIXWJICHHS Y KepaTHHOIMTaX. bilku-cynpecopu myxXnmHHOTO pocty pS3 i
pRb rimepekcrnpecoBaHi B KepaTHHOLMTAax Oe€3MOCEPEIHBO IIiJi POTOBOIO
IUIATIBKOIO 1 TO cyciactBy 3 Heto. Xoua wmyrtamii B pS53 moku He
imeHTudikoBani 1 3HayHOI ekcmpecii p53 Ha piBai MPHK He
crioctepiraeTbest. Takoxk 3apeecTpoBaHI IIMTOTCHETHYHI BIIXMJICHHS B
¢iObpobacTax, IO CHOCTEpirajmcs TIEepPeBaXKHO Ha XpoOMocoMi 3.
BimzHavaeThcs 3HMKEHHS aKTHBHOCTI Oitka mdm2 i aHOMalbHa eKcIpecis
Oimka psi-3, MUTOKepaTHHIB, ¢imarpiHy i iHBOIIOKpiHY. Bucokuii piBeHb
3aXBOPIOBAHOCTI Ha TIOPOKEPATO3 y iIMYHOCYIIPECHBHIX MAIIEHTIB CBITYNTh
Ipo Te, IO OCIa0JNeHUH IMYHITET CTUMYIIOE IHII[allil0 3aXBOPIOBAHHS Y
TEHETHYHO CXWIBHHX o0ci0. [Hm TpurepHi QaxkTtopu, Taki SK BIUIUB
yIbTPa)ioICTOBOTO BHUIPOMIHIOBAHHS TOPS] 3 MIJABHUIICHUM PH3HKOM
PO3BUTKY 3JIOSIKICHUX HOBOYTBOPEHB CBII4aTh NPO MOXJIMBICTH JHCILIA3I1
YpaKeHNX KePaTHHOLMTIB. 3JI0SKICHI TEpPEeTBOPEHHS BiI3HAYAINCS NIPU BCIiX
(opmax 3aXBOpIOBaHHSI, 32 BUHSITKOM TOYKOBOTO Iopokeparo3sy [1,3,4].

Kniniuna xapmuna TOpoKepaTo3a XapaKTePU3YETHCS MOBEPXHEBHMH,
eKCLCHTPUYHO 3POCTAIOYMMH BOTHHMINAMH 3 LEHTpaJbHOI arpodiero i
MiTHECEHUM TillEpPKePAaTOTHYHIM KpaeM. BUOINAIOTE NeKinbKa KIiHIYHIX
BapiaHTiB mopokeparo3a [1,2]: ¢ kmacuuHmi Mibemni; * MOBEpXHEBUI
JVICEMIHOBaHMI BYIKaHIYHMK Pecriiri; ¢ MUCeMiHOBaHWU ITOBEPXHEBUIH
aKTUHIYHHUI; * TOYKOBHH JOJIOHHO-IIIOIIOBHUM;, * JOJOHHO-IIIJOIIOBHHAM 1
JMCEeMIHOBaHUH,  CITYaCTH; ¢  TiINEPKEepPaTOTHYHUH  BEPYKO3HHI,
rinepruiacTUIHui, JiHifHUA. [ BCIX KIIHIYHUX BapiaHTIB XapakTepHa
CHUIBHICTh KJIIHIYHMX MPOSBIB 1 IJICHTMYHA TiCTOJOTIYHA KapTHHA. Y 30HI
pOrOoBOro TpeOIHI BI3HAYAETHCS PI3KO BIIMEKOBAHUI aKaHTO3 1
MOPOKEPATOTUYHE TOTOBILEHHS POTOBOTO IIApy, BIICYTHICTh 3€PHHCTOTO
mrapy IiJ HAM Ta BHTOHYCHHS MAaJbIITiEBOTO, B JepMi - PO3MIHPECHHS
CyIWH, TIepUBacKyisipHi  siMm¢oricrionurapHi  iH}inerpatn.  Ilpm
AKTUHIYHOMY 1 JOJIOHHO-MIJOIIOBHOMY BapiaHTaX Ii 3MIiHH MEHII
BUpaXeHi. B ocepenkax mopylieHHs KepaTWHi3alii 10 THITy AHWCKepaTo3a
BusiBJIeHa naTosioriuHa moinHicts JJHK, a Takox HeomiacTH4HI KJIOHU B
emiJepMalbHUX  KiIiTMHaX. lle Moxke mpuBeCTH 10  PO3BHTKY
IJIOCKOKITITHHHOTO 200 0a3a1bHOKIITHHHOTO paky [5].
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HaiiyacTime 3aXBOpIOBaHHS 3yCTPIYAa€ThCS y BUMIAL KIACHYHOTO
mopokeparo3za Mibemti abo IECEeMiHOBAHOTO ITOBEPXHEBOTO AKTHHIYHOTO
MIOPOKEPATO3y.

Knacnuna ¢opma mopokepatosa - mopokeparo3 Mibemni - pigkicHe
CIaJKOBE 3aXBOPIOBAHHSA, IO MNEPEJAEThCS AyTOCOMHO-IAOMIHAHTHO abo
BUHHUKAE CIIOpaIWyHO, BIepmie omucano B 1889 pomi itamilchkum
nepmaronorom V. Mibelli [1,2]. Krnacnunuit mopokeparo3 Mibemi
MOYMHAEThCA B JAUTHHCTBI, ajleé MOXXE BUHUKHYTH B Oy[b-sIKOMY Bimi, B 2
pasu yacrile y XJIom4ukiB. Hail0inpn THIIOBOIO JIOKai3aliero BUCHIIAHb €
00nMMYYst, pO3TMHANBHI MOBEPXHI BEPXHIX 1 HIKHIX KIHIIBOK. Bormuma
YpaKeHHSI MOXYTh OyTH IMOOJMHOKMMH, MHOKUHHUMHM 1 JiHIHHUMH. Sk
BUHSTOK BHCHIT MOXE PO3TAILIOBYBATHUCS HA CIM30BUX OOOJIOHKAX, POTIBII
ouel, Ha cTaTeBOMY 4JcHi. BucHITaHHS NMOYMHAIOTHCS 3 MOSIBH TOYKOBHX
cipyBaTHX MAITyJI 3 POTOBHM IIUIHKOM B IEHTPi, SKi B Mipy 3pOCTaHHI
HaOyBarOTh OKPYTJIOi, KONBIENOAiOHOI abo Qecroryaroi  Qopmu,
3IMTUBAIOTHCA B OJAIIKA AiameTpom 10 5 - 10 cm. LleHTp BorHUmA 3amanae,
crae arpodiuamM, mo mepudepii Bim3HAYAETHCA MIAHATHN Ha 1 - 2 MM
UIITBHUA pOTOBHH BalWK y BUTIAAi rpebiHmg. CyO'eKTHBHI BITUYTTS, SIK
MIPaBUJIO, BIJICYTHI.

[ToBepxHEBUIl aKTHHIYHUIA JMCEMIHOBaHWH NOPOKeparo3, BHeEpIle
omucanuit B 1937 p Andrews, ycHaakoBYeTbCs IO ayTOCOMHO-
JOMIHaHTHOMY Tuny. B KynbTypi (iOpoOnacTiB HEpiKO BUSIBISETHCS
HecTaOLIBbHICTh KOPOTKOTO IUIeYa XPOMOCOMH 3, IO MOXE CIYXKHTH
MPUYMHOK MAaJrHi3alii JaHOTO BapiaHTy mopokeparto3a [5]. epmaros
YacTile 3yCTPIYAETHCS Yy JKIHOK, IO JKUBYTh B 30HAX 3 BHCOKOIO
THCOJIAIIEIO, 1 TPOSIBIIEThCS 3a3BHYAi y APYTiil moioBHHI XKHATTS. [leprri
BHCHUIIAHHS 3'SBIAIOTBECS B BECHSIHO-JIITHI MICSII 1 JIOKANi3yIOTBCS Ha
IUITHKaX IIKIPHOTO TIOKPHBY, MOCTYIIHAX 1HCONAIIl (TIepeBaXHO Ha
PO3THHANBHUX TOBEPXHSIX IIEPENIUTY, TOMUIOK, Ha THIBHIA IOBEPXHI
kucTeit, o0mmydi). Hagami Moxe BinOyBaTHCS MOMIUPEHHS BIUCHITKA HA 1HIITI
JUISTHKM IOKIPHOTO TOKPUBY, B TOMY YHMCJI 1 3aXHUILIEHI BiJl BIUIMBY
COHSIYHUX TPOMEHIB. BorHHINa mpeACTaBiIeHI MiJiapHUMH POTOBUMH
TarnyJjiaMy, ki MOCTYHOBO 301IBIIYIOTHCS JI0 BEJMKHUX PO3MIpIB 3 KpaHOBUM
BaJMKOM 1 aTpo(iuyHO POXKEBOK IECHTPAIHHOW YacTHHOW. [lpu
MOBEPXHEBOMY AKTHHIYHOMY JHCEMIHOBAHOMY MOPOKEpaTo3i, Ha BiIMiHY
BiJl KJacH4HOI (opMH MOpoKepaTo3a Mibeiuti, BUCHITAHHS MaroTh OLTBII
BUPQ)XEHUH  3amaJibHUA  KOMIIOHEHT.  [IUISHKM ~ ypaXeHHs  4acTo
CyNpOBOIKY€EThCS cBepOiHHsIM. [loripnieHHs Hactae BiiTKY. [loBepxHeBHiA
aKTHHIYHUHA JIUCEMIHOBaHMI mOpokepaTro3 Tpeda nudepeHIioBaTH Bia
KiJIbLIENOAI0HOT IpaHyJIbOMH, JUCKOITHOTO YEPBOHOIO BOBYAKA, CTIHKOTO
JICHTIKYJISIPHOTO TinepkepaTtosa dierens, COHTYHOTO KepaTo3y, YepBOHOTO
IJIOCKOTO JIMIIALO, TICopiasy.

BucHoBkm. Y maHiil cTaTTi MM Haragaiu JiKapsM JepMaTOBEHEPOJIoraM
1 JikapsM 3arajgpHOI MPAKTUKH TIPO TaKWH PIAKICHUA JepMaro3 SK

88



mopokepaTo3. Mu po3MoBUIH JIIKAPsIM TIPO IIe 3aXBOPIOBAHHS, MPEICTABIIN
CYYaCHMH TIOTJISA]] Ha HOTO eTiONOriio Ta MaToreHe3. AKIEHTYBalIN yBary Ha
KIIHIYHUX TposBax JBYX GOpM TOpOKepaToly, sIKi HaidacTime
3yCTpIHalOTBCS B TPAKTHII JiKaps: Ki1acudyHa ¢(opma mOpoKeparosa
Mibemni i JAWCEeMIHOBAaHWHA TIOBEPXHEBHH AaKTHHIYHUN IOPOKEPaTos.
CriomiBaemocs, 10 TpEJCTaBIeHa B CTaTTi iHpopMmallis Oyne CupusTH
PO3YMIHHIO 3MiH, SIKi BimOyBalOThCS B IIKIpI XBOPUX Ha IMOPOKEPATO3,
MOJIETIINTh JIarHOCTHKY IbOTO JEpPMaTo3y Ta JIONOMOXE JiKapsiM B iX
MIPaKTHYHIA pOOOTI.
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MOPOKEPATO3: COBPEMEHHBIN B3I'JISI]T

HA 3TUOJIOT'UIO U ITATOI'EHE3

Ilycmosas H.A.

XapvkoscKkulli HAYUOHATLHBIN MEOUYUHCKUL YHUBEPCUMEm

KaioueBble cioBa: opokeparos, ITHOJIOTHS, MATOTeHe3, TIOPOKePaTo3

Mubemnnm, MIOBEPXHOCTHBIN AKTUHUYECKUI JIUCCEMUHUPOBaHHbIN
IIOPOKEPATOo3.
Pesrome. B jganHOMl  cTatke MBI HAalOMHMIM  BpadaM

JIepMaTOBEHEpOJIOTaM M BpadaM oOOWIed MpPakTHKH O TaKOM pEIKOM
JepMaro3e, Kak IIopokeparo3. MBI paccka3aiM Bpadam 00 3ToM
3a00JIeBaHNY, TPEICTABUIN COBPEMEHHBIM B3IUISA HAa €ro 3THOJIOTHIO U
naToreHes. AKIEHTUPOBAJIM BHUMaHUE HA KJIMHUYECKUX NIPOSBICHUAX IBYX
(hopM OpoKepaTo3y, KOTOPHIE Yallle BCETO BCTPEYAIOTCS B IPAKTHUKE Bpaya:
knaccuieckas (opma mopokeparo3za MulOemmm W JUCCEMHUHHPOBAHHBIN
IIOBEPXHOCTHBII AKTUHUYECKUUN TIOPOKEPATO3. Hapneemcs, 4TO
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NpeACTaBlICHHass B craTthe MHpopMmauus Oyaer  crocoOCTBOBATh
MOHMMAHUIO HW3MCHEHMH, KOTOpPBIE TIPOMCXOAAT B KOXE OOJBHBIX
MIOPOKEPATO30M, OOJETYNT IUATHOCTHKY 3TOTO JI€pMaro3a M MOMOXKET
BpadaM B MX IPaKTHIECKOH padore.

POROKERATOSIS: A MODERN VIEW

ON THE ETIOLOGY AND PATHOGENESIS

Pustova N.O.

Kharkiv National Medical University

Key words: porokeratosis, etiology, pathogenesis, Mibelli's
porokeratosis, superficial actinic disseminated porokeratosis.

Resume. In this article, we reminded dermatovenereologists and general
practitioners of such a rare dermatosis as porokeratosis. We told doctors
about this disease, presented a modern view of its etiology and
pathogenesis. Emphasis was placed on the clinical manifestations of two
forms of porokeratosis, which are most common in medical practice: the
classic form of Mibelli's porokeratosis and disseminated superficial actinic
porokeratosis. We hope that the information presented in the article will
help to understand the changes that occur in the skin of patients with
porokeratosis, facilitate the diagnosis of this dermatosis and help doctors in
their practical work.
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