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Paccmatpusatotes aTMONaToreHeTUeckne akTopsbl BOSHNKHOBEHNS akpoKe-
partoanactongosa (AK3) KocTbl, SBAAIOLLErocs PasHOBUAHOCTbIO 04aroBoi
J13[0HHO-MOJOLLIBEHHON KEPATOAEPMUN C NPEUMYLUECTBEHHO ayTOCOMHO-H0-
MUHAaHTHBIM TUIIOM Hacie0BaHus 1 CONPOBOXAAtOLLErocs rMopaxeHnem asa-
CTUYECKOM TKaHN.

[pnBeseHsl KIMHUKO-MOPONIOrn4ecKkne KpUTepun, Ha OCHOBAHUM KOTOPbIX
MOXHO BepUUUMPOBATL 3Ty Natonorut: 3abonesaHne B JETCKOM uin noj-
POCTKOBOM BO3pacTe, Halm4yue 04aroBoii NagoHHO-MOAOLLIBEHHON KepaTosep-
MU, MPOSABNIAKOLLEICS YTOLLEHNEM POrOBOro C/105 JIaA0HEN 1 MOJOLLIB, MHO-
JKECTBEHHbIMU POrOBbLIMY NaMynamy XenTo-6eoro yseta, runeprugpo3om,
a Takxe xapaxktepHbimu ans AK3 KocTbl rucTonorndeckumm u3mMeHeHnamm
(runepKeparo3, akaHTos, rpaHyne3 3nuMpepmuca u 371acTopekcuc) B PeTuky-
JIAPHOV epme.

Onuncan peakwit cropagnyecknii ciyya AKS KocTbl, He umerwmi Hacnes-
CTBEHHOrO Xapaktepa. [posesieHa aughghepeHynansHas AnarHoctnka ¢ o4aro-
BbIM aKpanbHbIM TUNEPKepaTo3om u 60/1e3Hbt0 [lesepxn. [lokasaHa BaxHas
POJIb B MOCTAHOBKE ANArH03a natorncToi0ru4ecKoro Nccnen0BaHmns namnynes-
HbIX 3/IEMEHTOB C 0053aTeNIbHbIM MPUMEHEHUEM TUCTOXUMUYECKON OKPACcKN Ha
9/1aCTN4eCcKNe BOJIOKHA.

[epmaronorus, akpokeparoanactonzo3 Koctel, keparozep-
MUSi, KNMHNKO-MOPOSOrM4ECKIe KpUTepum.
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AKpOKepaTOSJIaCTOI/IZ[OS Koctel (AKD) mpencraBisieT
co00if peaKUil TeHOAEpPMAaTO3 C MPEUMYIIECTBEHHO
ayTOCOMHO-IOMWHAHTHBIM TUIIOM HacJIeIOBaHUs, OTHO-
CAIIMICI K PacCTpOMCTBAM OPOTOBEHMS U SIBJISIIOLIMIACS
Pa3HOBUIHOCTBIO OYAroBOM JIAHOHHO-TTOAOIIBEHHON Ke-
paTogepMHH, KOTOpas COIIPOBOXKIAECTCS IIOpakKeHUEM
anactTuyeckoil TkaHu [1—3]. BrmepBole omucan B 1952 .
opasuibckuM aepmatosnorom Osvaldo Costa [2].

ITepBbie cumnToMbl AKD mosBIsSIIOTCS B MilajieHYe-
CKOM WJIM TTOAPOCTKOBOM Bo3pacte. CaMOMy MOJIOIOMY
MalKeHTy, 1o JaHHBIM JIUTepaTyphl, Obl10 3 roga [4]. Yame
00JIeIOT XeHIIUHBI [1].

ITpuBogumble B nutepatype ciydyau AKD n1ubo enu-
HUYHBI, 1100 HOCUJIM CeMeiHbIi xapakTep. Criopaguue-
ckue (Gopmbl 3a00jieBaHUS CBSA3BIBAIOT ¢ aKTUHUYECKUM
MOBPEXICHNEM KOXW WM TOBTOPHBIMEU TpaBMamu. Ce-
MeliHbIe (DOPMBI 3200JIEBaHUST YaIlle BCETO UMET ayTOCOM-
HO-IOMUHAHTHBIN TUN HacjaegoBaHus. OIMcaHBl Takxke
eIMHWYHBIC CIyJ4au ayTOCOMHO-PEIeCCUBHOIO THUIIA Ha-
cienoBaHus [4, 5].

IMarorene3 AKD ocrtaerca HesicHbIM. [Ipenmnonaraercs,
YTO KepaTOTUYECKUE Tamyibl, XapaKTepHbIe /11 KIUHAYE-
cKkoit kapTuHbl AKD, MOTYT MOSIBUTHCSI B pe3yJibTaTe Hapy-
IIeHUs TIPOAYKIIUM 3JIaCTUYHOTO MaTepuajia IepMaIbHbI-
mu pubpobnacramu [4, 5].

Knunnuecku AKD xapakTtepusyercs He3HAYUTEb-
HBIM YTOJIIIEHNEM POTOBOTO CJIOS JJaAOHEe! 1 IMOIOIIB, Ha-
JIMYMEM MHOXECTBEHHBIX OBaJIbHBIX MJIM TTOJIUTOHAIBHBIX
POTOBBIX MamyJ XeJITO-0eJIoro 1BeTa, KOTOPbIe pacrosia-
raloTcsl CUMMETPUYIHO Ha OOKOBBIX ITOBEPXHOCTSIX JIAI0O-
HEli ¥ TTOAOIIB, B IIPOCTPAHCTBE MEXITY OOJIBIITMM U yKa3a-
TeJbHBIM TaJIbllaMU, Ha MepeaHeil MOBEPXHOCTH HUKHUX
KOHEYHOCTEH, TBUIBHOUM ITOBEPXHOCTHU MeK(aJTaHTOBBIX
CyCTaBOB M HOTITEBBIX BaiMKax. [laToiornueckue 3jeMeH-
THI TTIOYTH HE BO3BBIIIAIOTCS HAJ ypoBHEM Koxu. Ha rpa-
HUIIE CO 3I0POBOI KOXeil OHUM 6oJiee KPYIHbIE U CO3Ial0T
BIIEUATIICHUE «OYJIBIKHOM MOCTOBOIi». MHoOTHa Tmmamysibl
MMEIOT IIePOXOBATYI0 MOBEPXHOCTh 1 BIABIICHUE B IICHT-
pe. Ilpu nuackonuy OTYETIMBO BBISIBISIETCS XKEATHIN OT-
TeHok [1, 3, 5, 6].

VYV oonabHBIX AKD wyacTto HabII0maeTcss TUIIEPTUAPO3
nagoHeil u momomuB [3]. Ilamyne3Hble BBICBIMAHMS, KakK
MPaBUJIO, PACIIOJIAraloTCsI CUMMETPUYHO, HO OMMCAHBbI U
OAHOCTOpPOHHUE (POpPMBI 3a00JiIeBaHUS, KOTOPbIE TMPEAIo-
JIOXKUTEIbHO MOTJIA OBITh CJCACTBUEM I'€HETUISCKOTO MO-
3auumsma [4].

JunarHo3 AKD ocHOBBIBaeTCSl Ha HAJIMYUM KIIMHUYE-
CKMX IIPU3HAKOB 3200JIeBaHUS 1 TAHHBIX TUCTOJIOTMIECKO-
ro uccienoBaHus. I1py rucToIornyeckomM MccaeaoBaHUU
BBISIBJISTIOT TUTIEPKEPATO3, aKAaHTO3 U TpaHyJIe3 SIS PMU-
ca, a B IcpMEe — YMEHBIIICHNE 1 ()parMEHTALINIO 3JIaCTHIC-
CKMX BOJIOKOH (31acTopekcuc) [3—5, 7].

[Ipu 371eKTPOHHO-MUKPOCKOITMYECKOM UCCACIOBAaHUMU
HaOI0/1aeTCsl ie3arperalys 31aCTUUYEeCKUX BOJJOKOH C MU-
KpodubpwisipHoli pparmeHTaumein. Mimelorcst coobiie-
HUS O HaIu4Yuu (puOpPoOJACTOB C TJIOTHBIMM ILIMTOILIA3-
MaTUYEeCKUMH TpaHyJIaMHM, ITOATBEpPKAAIONINE THUITOTE3Y O
OJIOKMPOBAaHMHM CHHTE3a 3JIACTUYECKUX BOJIOKOH (PUOpo-
6nactamu [3, 8].

B xpyr nuddepeHManibHO AUArHOCTUKUA BXOMIST
npyrue (OpMBI JTAZOHHO-TIOAOIIBEHHBIX KepaTOIepMMUIA,
OYaroBbI aKpajbHbIA TUIIEPKEPaATO3, IIEPUIOPATbHBIN Ke-
parto3 TaHca, BeppyLuopMHBIil akpokepaTo3 londa, mio-
CKHe OOpOIaBKU, TTAMYJIe3HBII KaJIbLMHO3 MTAJIbLEB, TOYeU-
HBII TopokepaTo3 u 1p. [3, 4, 6, 9—11].

Yamre Bcero 6onbHBIM AKD nekapcTBeHHas Tepanusi
He TpeOyeTcs, Tak Kak 3abojieBaHME IMPOTEKaeT IMpaK-
TUYECKN OCCCUMIITOMHO M HOCTaBJISICT TOJBKO KOCMeE-
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Tuyeckoe HeymnobctBo [4]. CucteMmHass U Tomuyeckas
JIeKapCTBEHHAsl Tepalusd, KaK IIpaBujio, Manodddex-
TuBHa. boabHBIM AKD, Kak M npu Ipyrux KepaTomep-
MUSX, Ha3HAYalOT CUCTEMHBIE PETUHOUABI — allUTPETUH
(aeoturason) B go3e 0,5—1,0 mr/kr/cyT. PekoMmeHTOBaHa
IIOCTOSIHHASL HApyKHasl Teparusi CMATYalOMMMU, YBIaX-
HSIOIIMMM, a TaKXKe KepaTOJUTUYECKUMU CPEICTBAMU,
coJiepXaliMu CATUIIUIOBYIO, MOJIOYHYIO KUCTOTBI, MO-
yeBuHy [1, 4, 9]. UMeroTcst cOOOIIECHUS O TOJOXUTEIb-
HBIX pe3yjbTaTax IPUMMEHEHUsT HEeOIMMOBOIO Jiadepa
YAG [4].

J1st WLTIOCTpaLy 0COOEHHOCTEN KJIMHUYECKOTO Te-
yeHuss AKD nmpuBoaum coOCTBEHHOE KIIMHUYECKOE HA0II0-
JeHUE.

Ilauyuenmka I11., 18 nrem, obpamunacs 6 ghepane
2018 e. Ha KOHCYAbMAMUBHBLIL NPUEM C JHcar0bamu Ha
YmoaueHue, UsMeHeHue yeema U Haau4ue GbiCoINAHUL
Ha Kodice 1adoHell u nooouls.

U3 anamuesa. Pocaa u paseusanrace coomeem-
CM@eHHo eo3pacmy. Annepeosoeueckuil aHamues He
omseouer. Cuumaem cebs 6oavHol ¢ 12 nem, Koeda
0e3 6UOUMOLL NPUMLHbL UZMEHUAC UBEm KOXCU AA00-
Hell U NOABUAUCH eUNepKepamomu1eckKue Haca0eHus.
3amem ananoeuuivle @biCbINAHUS B03HUKAU HA NOOO-
WBeHHbIX nodepXHoCcmAX cmon. Panee npu o6pawenuu
8 NOAUKAUHUKY N0 MECIY JCUMENbCmaea Obii noCmaeg-

JeH OUaeHO3 «KepamooepMust», Ha3HaveHvl eumamur A

u masw «Pedepm», Ho agpghekma om neuwenus npakmu-

uecku He 0bi10. CYOBEKIMUBHO BbICHINAHUS He becno-

Kounu. boavnas ommeuaem eunepeudpo3 aadoweii u

-l

nodows. Ilpu cobope aHamue3a 8bIACHUAOCH, YMO NO-
000HBIX KOJCHBIX BbICLINAHUL HU Y K020 U3 POOCINEeH-
HUK08 He HabA0anocs.

Obsexmueno. Ha nadonsax u nooouwieeHHbiX nO-
BEPXHOCMAX CMON GbIABAANOCH CUMMEMpPUUHOe He-
Pe3Ko ebipadcenHoe ymoaujeHue kodxcu. Jladonu u
noooul8vl umeau po308o-jiceamolii usem. B obaacmu
meHapa, eunomenapa AadoHeil u ceoda cmon 00-
Hapyxcusarucy meakue (1 mm 6 duamempe), eycmo
PACnoN0dICeHHble NANyabl PO3080-JICEAMO20 Ueema
0e3 Npu3HaKo8 weayuerus, NpaKmu4ecku He 8036bl-
warowuecs Hao yposHem Koxcu (cm. pucyHok, a). Ha
epanuye co 300po8oil Kodceil, 8 0baacmu HAPYICHOU
noGepxXHoCmU Aa00Hell NANYAEe3Hble GbICHINAHUS OblAU
KpynHee U c0o30a8aiu gneuamaenue «OyavliCHOU Mo-
cmoeotl» (cm. pucyHok, 6). Hoemu, eonocwl, 3y0uL,
KOHBIOHKMUBA 21A3 6 NAmoA02UHecKUll npoyecc 60-
8ae4eHbl He ObLau.

[Ipu o6caedoganuu: 6 KAUHUMECKOM AHAAU3E KPO-
61 — HeboabulOe NoBbluleHUe YPOGHS AUMPOUUMOE,
MOHOUUMO8 U 6a30¢hunr08. B obwem anaruze mouu u
OUOXUMUHECKOM aHaAu3e KPogU NAMOA02UMECKU 3HA-
YUMBIX OMKAOHEHUL 0m QU3U0A02UMECKUX 3HAYEHULL
He BblABAEHO.

st ymounenus duaenoza 604bHAs OblAa HANPAG-
AeHa Ha OUOnculo Kojcu ¢ npedsapumenHolmMu oua-
2HO3aMu: NA00OHHO-N000UI8eHHAS Kepamodepmus ? 60-
ne3ub Jlesepucu?

lTucmonoeuueckoe uccaedosanue Ouonmama
KOJICU U3 namoao2u4ecko2o ovded, pacnoaazaruie-
20cs 6 obnacmu HAPYICHOU noeepx-
Hocmu 1e60il 1adoHU (CM. PUCYHOK,
8, 2). BbIPAJICEHHbII KOMNAKMHbLL
eunepKepamos;  cAa008bIPANCEHHbLI
HEepasHOMEpPHbLI aKaHmo3; ePaHy1es;
6 6epxHeli mpemu Oepmbl 80CHAAU-
meAnbHbIX UHDUALMPAMOE He 00Hapy -
JHCeHO.

Okpacka no Beiieepmy — 6 cem-
uamom cnoe depmvl ONPeoessrHomcs

yuacmku pasmeHmayuu u npaKmu-
YecKku NOAHO20 OMCYMCMEUS 2AACMU-
YeCKUX 80/10KOH (CM. PUCYHOK, 2).

3akarouenue. Mopgoaoeuueckas
KapmuHa ¢ y4emom KAUHUHECKUX
O0aHHbIX 8 00abUlell CMeneHu coom-
semcmeyem AKD.

Ha ocrosanuu kaunuueckoil Kkap-
MUHbl U OGHHBIX 2UCMOA0SUYECKO20

bonbHas L. KnuHuko-mopdonornyeckue npossnenns AK9: a — B 0611acTi TeHapa v runoTeHapa
NafoHN — MesKue CrpynnupoBaHHble nanynesHble BbICbINaHUA PO30BO-XENTOr0 LBETa; 6 — Crpynmnu-
pOBaHHbIE Nanye3Hble BbICbINAHWSA N0 Kpato NafoHu, CO3[A0LLMeE BrieYaTneHne «6ynbhKHON MOCTO-
BOW»; B — BbIP@XEHHbIN rMNEepKeparos3, akaHT03, rpaHyrnes; okpacka reMaToKCUANHOM 1 303UHOM;
x100; r — B CETYATOM CJI0€ [epMbl — Y4aCTKN chparmMeHTauuy (CTpenka) u npakTM4eckn nosHoro
OTCYTCTBMSA 3MACTUHECKIX BOSTOKOH; OKpacka no Beirepty; <400

3'2019

uccnedosanuss  00AbHOU NOCMAGAECH
duaenos: AKD.

Tlayuenmre OviAU HA3HAYEHbI CU-
cmeMHble pemuHouds! (auumpemuH —
25 me/cym 6 meuenue 4 ned). Hapyic-
HO: Kepamoaumuueckue cpedcmed,
IMOAUEHMDbl U MONUHECKUe 2AHKO0-



Kopmukocmepoudusie cpedcmea. Ha ¢one aewenus
OMMe4anacy NONOICUMENbHAS OUHAMUKA KOICHO20
npoyecca.

B muane auddepeHuunanbHoit auarHoctuku AKD
cjeayeT OTAWYaTh OT [PYTUX BUIOB KEpaToAepMUil, B
YaCTHOCTA OT OYaroBOro akpajJbHOTO THIIepKepaTo-
3a, onucaHHoro Dowd u coaBt. (1983). AKD knuHuue-
CKM UACHTUYCH 0YaroBOMY aKpaJlbHOMY THUIIEPKEpaTo3y,
no3toMy auddepeHIMPOBaTh UX MOXHO TOJBKO C IIO-
MOIIIbIO MATOTMCTOJOTUYECKOTo ucciaenoBanus. I[lpu
04YaroBOM akpajbHOM TUIIepKepaTo3e He HalIgaeTcs
M3MEHEHMS 2JIACTUUECKUX BOJIOKOH (3J1aCTOPEKCHC) B pe-
TUKYJISIPHOI AepMe, UTO SIBJSIETCS Ba’KHBIM OTIMYUTEb-
HBIM TIpH3HAKOM [3, 6, 10].

B cBs3u ¢ TeM uTo y Haueit 60JbHOU HabIOgaIaCh
JIaIOHHO-TIONOIIBEHHAass KepaTOAepMUsI, COIPOBOXIa-
o1asicsl MOSIBJICHUEM PO30BO-XEJITOro OTTEHKAa KOXMU,
BO3HMKJIA HeoOXoaumocTh auddepeHlnaibHOl aua-
THOCTUKU ¢ 0oJie3Hblo [leBepxku. st Hee B OTIMYUE OT
AKD xapaxktepHbl auddys3Hasg TagoHHO-TTOAOLIBEHHAs
KepaTomepMuss B BHAEC PE3KO BBIPAXEHHBIX POTOBBIX
HACJIOGHUN M TpeIIWH, OTPAaHMYMBAIOIINX IBMXXCHUE,
OHUXOIUCTPOGUHU, a TaKXKe (HOJIUKYISIPHBIC MAITyIbl 1
OJISIIIKY, TTIOKPBIThIE O€J10BAaThIMU YeIllyiiKaMu, pacroa-
TaOIIUMUCI CUMMETPUIHO Ha pa3rudaTeIbHBIX TTOBEPX-
HOCTSIX KOHEUHOCTEI B 00J1aCTH JIOKTEBBIX M KOJECHHBIX
CYCTaBOB, POTOBBbIE KOHYChl beHbe, BbIChINIaHUSI Ha BO-
JIOCUCTON 4YacTU roj0BbI, HAIIOMUHAIOIIME CeOOpeiHbI
nepmaturt [1].

Tucronornueckas xkapTuHa mnpu Oosie3HU JleBep:ku
oTJiMyaeTcss OoT TakoBoil mpu AKD Hanuumem napaxkepa-
TO3a B POTOBOM CJIO€ 3TMUAEPMUCA, TIEPUBACKYISIPHBIX
WHOUIBTPATOB B COCOYKOBOM U CETUYATOM CIIOSIX JEPMBI,
COCTOSIIIMX U3 JTUMQPOLUUTOB U TOJUMOPQPHO-SIePHBIX
JICKOLIMTOB, W OTCYTCTBUEM WM3MEHEHUI 3JIaCTUYCCKUX
BOJIOKOH [7].

Takum 0o6pa3zom, MPOAEMOHCTPUPOBAH PEAKUIA CITO-
paguyeckuit ciydait AKD, He uMeloluii HacJaeaCTBEH-
Horo xapakTepa. I[lokazaHa BaxkHasl pojib B ITOCTaHOBKE
IMarHo3a MaTOTMCTOJIOTUYECKOTO MCCIIeMTOBaHUS ITally-
JIE3HBIX BJIEMEHTOB C 00s513aTeJIbHBIM MPUMEHEHUEM TH-
CTOXMMUYECKOW OKpackM Ha »BJacTUYeCKue BOJOKHA
W3-3a OMNUCAHHBIX CIIEIUPUIESCKUX MOP(POITOTHICCKIX
U3MEHEHU.

S
OmHoweHuil ¢ NPOMbIUACHHIMU
U (PUHAHCOBLIMU OP2AHUBAUUIMU,
CNOCOOHbBIX npugecmu K KOHQAUKMY
UHMEPecos 6 CBs13U ¢ NPeoCcmasAeHHbIM
8 cmamove Mamepuanom, ademopsl He UMerom.
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COSTA ACROKERATOELASTOIDOSIS: A RARE CASE

M. Tlish, MD; N. Sycheva, Candidate of Medical Sciences; M. Kartashevskaya,
Candidate of Medical Sciences; M. Shavilova, F. Psavok, Candidate of Medical
Sciences

Kuban State Medical University, Krasnodar

The paper considers the etiopathogenetic factors of Costa acrokeratoelastoidosis
that is a type of focal palmoplantar keratoderma with predominantly autosomal
dominant inheritance and is accompanied by an elastic tissue lesion.
It gives clinical and morphological criteria for verifying this pathology: childhood
or adolescence diseases; focal palmoplantar keratoderma that is manifested
by thickening of the stratum corneum of the palms and soles, by multiple
ochroleucous horny papules, hyperhidrosis, as well as by histological changes
characteristic of Costa acrokeratoelastoidosis (hyperkeratosis, acanthosis,
granulosis of the epidermis and elastorrhexis) in the reticular dermis.
The paper describes a rare sporadic case of non-hereditary Costa
acrokeratoelastodosis. Its differential diagnosis is performed with focal acral
hyperkeratosis and Devergie’s disease. The authors show the important diagnostic
role of a histopathological examination of papular elements with the mandatory
use of histochemical staining of elastic fibers

dermatology, Costa acrokeratoelastoidosis, keratoderma, clinical and
morphological criteria.

Tlish M., Sycheva N., Kartashevskaya M. et al. Costa

acrokeratoelastoidosis: a rare case // Vrach. — 2019; 30 (3): 563-55. https.//doi.
0rg/10.29296/25877305-2019-03-11
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