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AHHOTALUNA

J1afgoHHO-NOAOLLBEHHbIE KepaToaepMUKU — rpynna 3aboneBaHWIM HacNeACTBEHHOMO UM NPUOBPETEHHOrO XapaKTepa,
MOpaaloLLMX, KaK NPaBUO, KOMY NTAJOHEN U MOJOLUIB B BUAE 04aroBbIX UK AnGQY3HbIX rMNepKepaToTUYECKUX Hacoe-
HWi1. TlaToreHeTUYeCKMU ANA HacnefCTBEHHbIX (opM 3aboneBaHMA xapaKkTepeH AedeKT reHoB, KOOUPYIOLLMX Te UK UHble
CTPYKTYPHbIE KOMMOHEHTbI KEPAaTUHOLMTOB, YTO M NPUBOAMT K COOTBETCTBYIOLLMM KITMHUYECKUM NpoaBneHnsaM. CoBpeMeH-
HbI MeTO[ MeHOMHOr0 CEeKBEHMPOBaHMA MO3BOINA BbIABUTL JIOKaNU3auMio Ae¢eKToB B ONpeaenéHHbIX reHax [ANA KoH-
KPEeTHbIX BUAOB HacNeACTBEHHbIX afOHHO-MOAOLIBEHHbLIX KepaTogepMuii. OgHaKo, HeCMOTpA Ha 60MbLLUOH War B Auar-
HOCTMKe, TepannA OaHHOrO COCTOAHUA MO-TPEHEMY OCTAETCA C/IOMHOM 3afayen ANA KIMHULMCTOB M NO3BONIAET NiULb
CHU3WUTb aKTUBHOCTb NPOABNIEHMIA 3a60N1EBAHMA U YIYYLIMTL Ka4eCTBO HM3HU, HO HE U3NEUMTb OT HEro MOHOCTBIO.

B cTaTbe NpoaeMoHCTPUPOBaH KITMHWMYECKUI ClyYai KepaTogepMmMm YHHbI-ToCTa Y MOJIO0M NaLUEeHTKM € QNUTENBHOM
UCTOPUEN NeyeHnA 3abonieBaHNsA, Y KOTOPOM OTMeYanach BbipaXKeHHaA MOJIOMMTENbHAsA AMHAMUKA CO CTOPOHbI KOMHO-
ro npouecca Ha GoHe MCMoNb30BaHWA MECTHbIX CPEACTB, a TaKKe NPUMEHEHWs Takoro GuanoTepaneBTMHECKOro MeToAa,
KaK nokanbHan [1YBA-Tepanus. [JononHuTeNnbHO B CTaTbe NPMBOAMTCA KIIMHUYECKUIA Cllydalt HacneACTBEHHOM KepaToaep-
mumn bywre-Ouiwepa—bpayspa Kak npuMep cly4aHo BbIABEHHOMO 3aboneBaHUA Ha NPUEME Y Bpada-aepMatonora.

KnioueBble cnoBa: nafjoHHO-NOA0LIBEHHASA KepaTtogepmuA; HacnencTeeHHble KepaToaepMUn.
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Hereditary keratoderma. Clinical case:
Unna-Toast keratoderma and Buschke-Fischer-
Brauer keratoderma

Olga V. Grabovskaya, Natalya P. Teplyuk, Yuliya V. Kolesova, Dmitry V. Ignatyev

|.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

ABSTRACT

Palmoplantar keratoderma is a heterogeneous group of diseases, both hereditary and acquired, affecting, as a rule,
the skin of the palms and soles in the form of focal or diffuse hyperkeratotic layers. Hereditary forms are characterized
by a defect in the genes encoding certain structural components of keratinocytes, which leads to the corresponding clinical
manifestations. The actual method of genomic sequencing has made it possible to identify the localization of defects in certain
genes for specific types of hereditary palmoplantar keratoderma, however, despite the big step in diagnosis, therapy
still remains complex and can only reduce the manifestations of the disease and improve the quality of life, and not cure
it completely.

The authors demonstrate a clinical case of Unna-Toast keratoderma in a young patient with a long history of treatment
of the disease, who showed a pronounced positive dynamics from the skin process against the background of the use
of local agents, as well as the use of such a physiotherapeutic method as local PUVA therapy. In addition, the article provides
a clinical case of hereditary keratoderma Buschke—Fischer—Brauer as an example of an accidentally diagnosed disease
at a dermatologist’s appointment.
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HEPMATONOMMA

AKTYAJIbHOCTb

JlapoHHo-nopowBeHHble KepaTogepmum (JINK) — rpyn-
na 3aboneBaHUM HacnefCcTBEHHOr0 MW NPUOGPETEHHOMO
XapaKTepa, KIAMHUYEeCKW NpoABAAlWMXCA AUPOY3HBIMU
WU 04aroBbIMK YTOJILLEHUAMM POrOBOr0 CNOA 3NMAEpMUCa
NpeMMyLLECTBEHHO B 06i1acTi NafoHen 1 nogowws [1].

leHeTUuecku obycnosnerHble JITNK snatoTcA reTeporek-
HOW Tpynnon pegKMX OepMaTo30B, KOTOPbIE HACNeayloTcA
KaK ayTOCOMHO-[0MWHAHTHO, TaK M ayTOCOMHO-PELLECCUBHO,
WU ¥Ke MOryT BO3HWKaTb CMopaguyecku. MexaHu3Mbl Ha-
cneposanusa JIMNK 3aknioyaloTcA B U3MEHEHUM CTPOEHUA re-
HOB, KOOUPYIOLLMX CTPYKTYPY KOMMOHEHTOB KepaTMHOLMTOB
(NpoMeKyToYHble GUNAMEHTBI, JECMOCOMBI U Ip.), 4TO NpK-
BOAOWT K HapyLeHWio 3TanoB AUddepeHLMPOBKU KNETOK
B X0[€e KepaTuHu3auum [2].

N3BecTHo, YTO KOMKa NafoHeNn M NoAoLWB UMeeT 0cobyio
CTPYKTYpY, OT/IMYAIOLLYIOCA OT KOXM OCTaNbHbIX y4acTKOB
Tena 6onbluei TONWMHOM Kak anuaepMuca, Tak U aep-
Mbl, 60n1€e BbIPaXKEHHbIM KOMHbIM PUCYHKOM, OTCYTCTBUEM
BOJIOCAHBIX (QONNMKYNOB, a CrNefoBaTeNlbHO, U CalbHbIX
wenés [2, 3]. YKasaHHble 0COOEHHOCTM CTPOEHUA KOXM
Ha NafioHsAX M NoAoLBax 06YCNoBNEHbI MHTEHCUBHBIM Me-
XaHUYECKUM BO3LEMCTBMEM HA KOMY AaHHbIX YYaCTHOB.
Jlokanu3oBaHHaA NafoOHHO-MOAOLWBEHHAA runepTpoduA
(Mo30s1b) ABNAETCA NPUMEPOM GU3NONOTMUECKON peaKrLmm
KMETOK KOXKM Ha NOBbILLEHHOE W NPOLOMKMUTENbHOE TPEHNE
Y OaBIEHME Ha YYaCTOK KOXKU B pe3ysibTaTe MeXxaHU4ecKoro
BO3JEWCTBUA (HOLIEHUE HenpaBuibHO NofobpaHHoi oby-
B, ANUTENbHAA pyyHas paboTa v Op.), B TO BPEMA KaK U3-
BbITOYHOE YTOMLLEHWE 3NUAEPMIUCA NPU HACEeLCTBEHHbIX
dpopmax JIMK ABnAeTcA pe3ynsTaToM LUMPOKOrO CrEKTpa
MaToreHeTUYECKMX MexaHn3MoB [3, 4].

B HopMe anuaepMKC KoMK COREPKUT onpefenéHHbIN
Habop KNeTOK: KepaTUHOLMTbI, MENAHOLMTbI, BHYTPUINU-
TenuanbHble Makpodaru (kneTku JlaHrepraHca), ocAsa-
TeNbHble KNeTku Mepkena. KepaTMHOUWTEI — OCHOBHOW
BWUA KNETOK 3NMaepMuca — COCTaBNAOT He MeHee 85%
KNEeTOYHOro cocTaBa 3nuaepMmuca M obHapyrKuBaloTCA
BO BCEX C/IOAX 3MMAEPMUCA Ha PasfIMYHbIX CTaauAX aud-
depeHumMpoBKU. Vx Ha3BaHMe 06YCNOBNEHO BLICOKUM U BCE
BO3pacTaloLLMM OT C/I0A K CI0I0 COLIepHKaHUEM KepaTUHO-
BbIX TOHOUNAMEHTOB (MPOMEXKYTOUHbIE PunaMeHThl). Ke-
PaTMHOLMTBI Pa3fIMYHbIX CIOEB 3ANUAEPMUCA — KIETHY,
npoxofALLMe rnocnenoBaTesibHble CTagMu TepMUHabHOM
anddepeHUnpoBKM (KepaTuHM3aLmMK). B paHHbIN npouecc
perynApHo BCTynaeT ONpefeNiéHHaA 4acTb CTBOJIOBbIX
KneTok 6asanbHoro cnof [5]. MocTeneHHo BMOOU3MEHA-
fiCb U NepeMeLLanch 0T 6a3anbHOro CI0A K NOBEPXHOCTH,
3TW KNETKW CO BPEMEHEM TPaHCPOPMUPYIOTCA B POroBble
yewynku (KopHeouwThl). MpogonkutensHocts Andde-
PEHLMPOBKK KNETOK KOMW 3aBUCUT OT JIOKanu3aumu. Tak,
Ha KOMe CTOM 3TOT npouecc UAeT bBbicTpee, yeM Ha nio-
BbIX APYrMX yyacTKax KOMKHOIO NOKpoBa [9, 6]. B npouecce
KepaTMHU3aUMUM NOCTENEHHO YBENMYMBAEGTCA KONMYECTBO
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KepaTMHOBbIX TOHOQMIAMEHTOB B KneTKax (BNnoTb
[0 MONIHOro 3amnojIHeHUA UMK BCEro 06BbEMa KNeTKu);
penyLMpylTCA BCE OpraHensibl, BKKOYaA AQPO; CUHTE3U-
pyeTcs M HakannueaetcA 6efioK KepaToNMHMH (noKanu-
3yeTcA NoA NNasManeMMon KNeTknu 1 GopMUpYeT TONCTYI0
000/104KY KOpPHEOLMTOB), a TaKKe B CheuuanbHbIX opra-
HeNnax — KepaTMHOCOMaxX — CMHTEe3UPYIOTCA UMb,
CKpennaLLmMe Mexay coboi KepaTMHOLUMTLI B briecTALLeM
W poroBoM cnosx [2, 3, 5].

HacnepncteenHble JIMK accoummpoBaHbl UIMEHHO ¢ fde-
(GeKTaMu B CTPYKTYpe reHOB, KOAMPYIOLLMX CTPOEHME pas-
JIMYHBIX KOMMOHEHTOB LMTOCKeNeTa KepaTUHOLMTOB.
Yawwe Bcero gedpeKT B CTPOEHMM OCHOBHOM CTPYKTYPHOW
eOVMHULbl KepaTUHOLUTOB — MPOMEKYTOUHbIX TOHOOMU-
NaMeHTOB — ABNAETCA NPUYMHOW Pa3BUTMA KNMHUYECKON
KapTWUHbl KepaTogepMuu. [laHHaA CTpYKTypa UMTOCKene-
Ta NOCTPOEHa M3 KepaTUHOB, MPeAcTaBNAIOLLMX COOOM
CEMeNCTBO ManoyvkoobpasHbix 6ENKOB, KOTOpble 3KC-
npeccupyloTcA B KneTKax napamu v auddepeHumpylotca
0cobbIM 06pa3oM: cHavana obpasyloTca OuMMepbl, 3aTeM
GopMupylowmMecs B rpynnbl MHOrOMEPHbIE NMPOMERYTOY-
Hble PunameHThl [2, 3, 71.

CnenyeT TaKKe 06paTUTb BHUMaHWe, YTO KNMHUYECKaA
KapTMHa 3aboneBaHWs 3aBUCMT OT AederTa B CTPYKTY-
pe TOro MAM MHOrO TMNa GenKka KepaTuHa, HaxoaAweroca
B KneTke. Hanpumep, kepatnH 1 (K1) n kepatuH 9 (K9) co-
[EPHKATCA B KNETKAX KOMM NafloHen 1 nodoLwB, ogHako K1
MPOM3BOAMTCA B KEPATUHOLMTAX MU OPYruX Y4acTKOB KOXM,
YTO B KNMHMYECKOW KapTUHE MpPOABNAETCA Kak runepke-
paTo3 He TOMbKO Naf0HHO-MOMOLIBEHHON NOKanusauum.
K mpyruM Tmnam KepaTuHa B KoxKe 0611acTv nafoHel v cton
OTHoCATCA KepaTuH 16 (K16 npucyTcTBYET TaKiKe B anuaep-
MUCE CIM3UCTLIX 0605104€K, BONOCAHBIX GONIMKYNOB U HOT-
TEBOro Noa), kepatuH 17 (K17 — BonocAHble Gonmky-
Mbl, HOTTEBOE JIOXKE) M pasnuyHble U30popMbl KepaTuHa 6
(Kéa, Kéb, Kéc) [5, 8].

B TMNMYHBIX cnyyanx MMeHHO fedeKTbl CTpoeHus ben-
Ka KepaTWHa NPUBOAAT K HapyLUEHWI0 LMTOCKeNeTa npo-
MEMYTOUHBIX dunaMeHToB. 0HAKO 3TO He eAWMHCTBEHHbIV
mexaHu3M pa3sutua JITNK. N3BecTHo TakKe, 4To CeTb Npo-
MEMYTOYHbIX (MNIAMEHTOB MPUKpensieHa K [ecMocoMaM,
T.€. K MEKNETOYHbIM KOHTaKTaM KepaTUHOUUTOB. [ledeKThl
[eCMOCOManbHbIX HeNIKOB, TaKMX Kak AecMOremnH 1, TakKe
npuBogAT K passutuio JIMNK [8, 9]. Ewé ogHa npuumnHa JINK
MOMeT bbITb 3anoxeHa B fledeKTax KOHHEKCUHOB — ben-
KOB, KOTOpble 06pa3yioT KOMMYHUKALMOHHbIE KaHanbl Lene-
BbIX KOHTAKTOB MeXay KepaTuHouuTamu [8, 9].

OCHOBHbIM MeTOA0M, NO3BONAIOLLMM BbIABUTD MPUUMHY
pasBUTMA UMeHHO HacnefcTBeHHon dopMbl JITK, aBnAeTcA
CEKBEHUpPOBaHMe, onpeaensioLLee HapyLIeHNe KepaTuHM3a-
LMW Ha reHeTU4YecKoM ypoBHe [4, 9, 10].

Cnenyet otMeTuth, uto JIMK ABnAeTcA He ToNbKO ca-
MOCTOATE/IbHBIM 3ab0neBaHWEM, HO MOXET OblTb YacTblo
CMHOPOMOB UM acCOLMMPOBATLCA C APYrMMM CUCTEMHBIMM
aHOManuAMK, TaKMUMU KaK KapAMOMMWONATWA, HapylueHue
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cnyxa, Hesponatuamm u ap. [1]. K ToMy e cywectsyet pag
JINK cumnTomatuyeckoro xapaktepa [1, 2, 8, 11].

JINK HacnepgcTBeHHOro TMNa KnaccuduumpyloTca B 3a-
BMCMMOCTM OT TWMa HacnefoBaHWA Ha ayTOCOMHO-A0MM-
HaHTHble (KepaTopepMuA YHHbI-TocTa, KepaTtogepmuA
MyTunupyiowana OQoBuHKeNA, KepatogepMmuAa byuike—
Ouwepa-bpayapa) u ayTocoMHo-peueccuBHble (6one3Hb
octpoBa Menegbl, Kepatogepmus ManuioHa—Slegespa) [1].

CyLuecTByeT KAMHWMYeCKan Knaccupukauma B 3aBUCK-
MOCTU OT pacnpocTpaHéHHocTy npouecca JIMNK: oudysHan
1 oyarosas dopMmbl. B HacToALLee BpeMA aKTMBHO MPOBO-
BATCA NUNOTHbIE MCCeJ0BaHWUA, KOTOpblE HAa OCHOBaHWUM
MeTofla CEKBEHUPOBAHWA MbITAlOTCA BbIABUTL KOpPPENALMIO
MEXOY KNMHUYECKUMU (OPMaMM U U3MEHEHHBIMU TeHa-
mu [4, 9, 10].

Mpu nocTaHoBKe AMarHo3a B NepBylo 04Yepedb cremdyet
06paTUTb BHUMaHWe Ha ClefyloLime OTANYUTENbHBIE KK-
HUYECKME MPU3HAKM, XapaKTepHble MMEHHO ANA Hacnepg-
ctBeHHon ¢opmbl JIMK: Havano 3aboneBaHWsA B paHHEM
[ETCKOM BO3pacTe, TOPNMAHOe TeyeHue 6e3 BblparKeHHON
MOMOMKUTENBHONM AVHAMMKW, PE3UCTEHTHOCTb K MPOBOAMMON
Tepanuun. Manugectauma B bonee nosgHeM Bo3pacTe, no-
NOMKUTENbHAA IMHAMUKA NPU YCTPAHEHUW STUOTIOMUYECKOTO
daKTopa HabnioaaloTcA Yalle y 60MbHbIX C NPUOBPETEHHOM
dopmoit JTNK; y Takmx naumneHToB B aHaMHe3e OTCYTCTBYIOT
[aHHble 0 Hanuuum nofobHoro 3aboneBaHMA y POACTBEH-
Hukos [1, 2].

AYTOCOMHO-HOMMHGHTHHE HacnencrTBeHHble
JlafoOHHO-NoAoLlBeHHble KepaToaepMuun

PacnpoctpaHéHHocTb HacnepacTeeHHbIX dopM JIMK 3a-
BUCUT OT MHOrMX (AKTOPOB, TAKUX KaK KIMMaTUYecKue
YCNOBMA MNM 3THWYeCKas BapuabenbHOCTb MONynAUMM.
B crpaHax EBponbl pacnpocTpaHEHHOCTb KepaToepMum
coctaBnsget 1:2500, a HacneAcTBeHHaA OTArOLWEHHOCTb —
no 1:9000 [2].

Kepatogepmusa YHHbI-TocTa ABnAeTcA Hambonee 4acto
BCTpEYaloLLencA B NPaKTMKe Bpaya-fgepMarosora ¢popMon
HacnencteHHou JTMNK. [InA Heé xapaKkTepHO BO3HUKHOBEHUE
MaCCMBHbIX POrOBbIX HAC/IOEHWIA UCKITIOYMTENIBHO HA KOXe
NafoHen M NOAOLLB, COYETAKLUMXCA C JIOKANbHBIM runep-
rMapo3oM u runeponmxmet [1, 2, 12]. MexaHu3mM pa3sutua
3aKniovaeTcA B aederTe reHa KRTT, KoQMpYIOLLEr0 CMHTE3
KepaTuHa 1. 3aboneBaHve MaHUbeCTVpyeT B nepable rogpl
¥U3HWM C NIErKOro 1 3a4acTylo 04aroBOro YTOMLLEHWA KOKM
B 06nacTu napoHen v nogolws. Co BpeMeHeM runepkeparos
CTaHOBWTCA 6oniee 0OLLMPHBIM U BbIPAXKEHHBIM, Ha KOXKE No-
ABNAIOTCA MaCCUBHbIE, MaKMe TMNepKepaToTUYECKME Ha-
CNOEHUA KENTOrO LBETA, N0 NepMdEpUM KOTOPbIX 0TMEYaeT-
CA BEHYMK runepeMun. B HeKoTopbIx ciydasx 3aboneBaHue
MOKeT accoLMMpOBaTLCA C MHOMKECTBEHHBIMU JIMMOMaMy,
pvcTpodueit poroBulbl U onuroppexmnen. MNpu kepatopep-
MU YHHBI-TOCTa BO3MOXHO TaKKe pa3BUTME 0CTEoNopo3a
1 ocTeonusa ¢anaHr, gedbopMupyloLLero apTpo3a Mexda-
naHrosbIx cyctasos [1, 2, 12].
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Kepatogepmua mytunupyowan QoBuHkena —
dopMa OudQy3HOM HacnencTBEHHOW KepaTomepMum,
COMpOBOMAAIOLAACA Pa3BUTUEM KOHTPAKTYpP M MYTWNA-
umen nanbues. [posBneHna 3aboneBaHMA pasBuBalOTCA
B TeYEHMe MepBbIX ABYX NET MU3HU. KNMHUYEeCKM 0TMeva-
loTcA aMdY3HLIA rUNepKepaTos, HaNOMUHAIWMWIA NYenm-
Hbl€ COTbl, KONbLEBUAHBIE MEPETAMKKM, KOHTPAKTYpbI. Q4aru
rMnepKepaTo3a OTMEYAIOTCA He TONbKO Ha KoXe NafoHew
1 NOAOLLB, HO M Ha KoXKe B 06/1aCTU KOMEHHbIX U JTIOKTEBbIX
CYCTaBOB, CMMHbI, Aroauu, 1 6éaep. C TeyeHMeM BpeMeHM
KOHTPaKTypbl MOTYT NPUBOAMTL K CMOHTAHHOW MyTUAALMK
nanbue. PegKo 3aboneBaHue MOXKET couyeTaeTcsa ¢ pyb-
LLOBOW anoneuuen, notepen Cryxa, U3MEHEHWEM HOITEM
Mo Tuny YacoBbIx CTéKon [1, 2, 12].

Kepatogepmua bywke-Ouwepa—bpayspa — ¢opMa
04aroBoW KepaTofepMum, OnA KOTOPOM XapaKTepHO Haya-
N0 NposBNeHMA 3aboneBaHua B bonee cTaplueM BoO3pac-
1e (15-30 net). KnMHWyeckn ans AaHHoro 3aboneBaHuA
XapaKTepHbIM ABMAETCA Ha/MuMe 04aroB rMMepKeparTosa,
He CKMOHHBIX K CIMAHUIO, Ha KOXKe NafioHen, NOAOLLB U Cry-
baTtenbHOM NOBEPXHOCTM NanbLes. CneayeT OTMETUTb CUM-
METPUYHOCTb 04aroB, a TaKMKe OTCYTCTBME rMNepruaposa
Yy TaKux nauueHTos [2, 12].

AYTOCOMHO-pEHECCMBHbIe HacnencrBeHHble
NlaflOHHO-NoJoLBEeHHble KepaToaepMuUun

BonesHb octpoBa Menepbl (Kepatogepmusa TpaHcrpe-
ameTHan) — dopma JIMK, Bo3HMKalOWan B paHHEM [ETCKOM
BO3pacTe, 4acTo Yy JeTel oT 6/IM3KOpOACTBEHHbIX 6paKoB.
KnuHuyeckn xapakTepusyeTcA rUNepKepaTtosoM KUCTEn
U cTon B BUAE MEPYATOK M HOCKOB, @ TaKMKe MopameHWUeM
KOMM B 00MacTu NOKTEBLIX M KOMEHHbIX CYcTaBOB (TpaHc-
TPEAMEHTHBIA TMMepKepaTos). XapaKTepeH rMnepruapos;
MOBEPXHOCTb 04aroB 4YacTo BAAKHaA, YTO MPUBOAMT K Bbl-
PpaKeHHOM MaLepaLmu, pasMArYeHuIo TUMNEPKepaToOTUYECKUX
HaNOMEHUN U PasBUTMIO MHOMOYUCIEHHBIX HONE3HEHHBIX
TpewyH. Y pAda NauMeHTOB 0TMEYAETCA TaKKe MopareHue
HOITeBbIX NNACTUHOK [2].

Kepatogepmusa [NanuioHa—Jle¢eBpa — coyeTaHue na-
[OHHO-NOAOLLUBEHHOMO FMMNEPKepPaTo3a 1 NOpaKeHUa AEceH
B BMAe MapofoHTo3a. Hauano 3aboneBaHua oTMeuvaeTtcs
B paHHEM [eTCKoM Bo3pacTe. [lepBUYHO Ha KoXe NafoHewn
1 NOAOLUB OTMEYAlTCA IpUTEMA U FMNepKepaTos, npescTas-
NEHHBIN IULWb MeNKMMUK ovaramu. [lanee ouaru runeprepa-
T03a NEPEXOSAT Ha ThiTbHYI0 NMOBEPXHOCTb KMCTEW U CToM, Mo-
ABNAIOTCA NCOPUa3M(OpPMHbIE BbICHINAHWUA Ha KOMKe B 0bnacty
NIOKTEN U KoneHeM. [lapannenbHo € 3TUM YiKe B paHHEM BO3-
pacTe pa3BMUBAETCA TAMKENbIA NAPOAOHTO3 MOJIOYHBIX, @ 3aTEM
W NOCTOAHHBIX 3y60B C nocienylowel auctpodmenn anbeeo-
NAPHBIX OTPOCTKOB BEPXHEW WM HUKHEN YeniocTen, a 3aTeM
¥ NONHBIM BbiNafeHneM 3y6oB [2].

OnA OuarHoCcTMKM JaHHOM rpynnbl 3aboneBaHUM He-
06X0MM MOJHBIN OCMOTP BCEX KOMKHbBIX MOKPOBOB C LIENbI0
BbIAIBIEHUA Y4aCTKOB TMMepKepaTo3a BHE TWUMWYHOM Jlo-
Kanusaumm [1, 2, 8]. Heobxogmumo obpallatb BHUMaHWe




HEPMATONOMMA

Ha COCTOAHME HOITEM W BOJOC, BUAUMBIX CAU3UCTLIX 060/10-
UeK, a TaKKe OCTPOTY CrlyXa U [pyrve BHEKOMKHbIE NposBe-
HWA 3aboneBanuA (2, 8, 9].

Buoncua KokM TakkKe MMeeT BaKHOE 3HaueHue
OnA OuarHocTuku. lpu Bcex TMNax KepatogepMui B npo-
Liecce rMCTONOrMYeCKoro obcnenoBaHWA BbIABNAKTCA 3Ha-
UMTENbHBIM MMMNEPKEPATO3, aKaHTO3 pasHOM CTEMeHM Bbipa-
YKEHHOCTM, OTCYTCTBME NPU3HAKOB BOCMANIUTENBHbIX ABMEHWM
B Koke [1, 3, 6].

Tepanua HacnepcteeHHbIX gopM JIMK oo HactoAwero
BPEMEHW OCTAETCA CIIOMHBIM NpoLeccoM. [puMeHeHWe KoM-
MAEKCHOTO NIEYEHWA C UCMONb30BaHNEM COBPEMEHHBIX Me-
TOZOB MO3BONAET MOBLICUTb YPOBEHb KAYECTBA HM3HM JULLb
3a CYET BPEMEHHOTO YNYYLLIEHUA COCTOAHUA KOMM, HO He MoJ-
HOro M3M1e4eHnA AaHHOro 3aboneBaHuA.

MectHoe cumnToMaTuyeckoe nedenue JIMK Brntouaet
TP KOMMNOHEHTA: WCMO/b30BaHWE KepaToIMTUKOB, 3MO-
JIEHTOB M MexaHUYecKylo 06paboTKy obnactu BbiCbinaHwii
(nem3a, nesBue MM ckanbnenb). Kepatonutuyeckve npe-
napartbl MPUMEHAIOT PEryNAPHO MOJ OKKIO3UOHHYI0 MOBA3KY
(HanpuMep, nog NULLEBYH0 MNEHKY Ha 5—8 u onA cMArYeHus
KOMM) C LieNblo YMEHBLLEHWUA BbIParKEHHOCTU MUNepKepaTosa
[13]. MNpenapatbl ANA MECTHOrO NIeYEHNA [OMKHbI BKOYaTb
B cebs 5—10% canmumnoBylo KUCNOTY UAWM MOYEBMHY, MpU-
MeHAEeMyI0 B KoHLeHTpaumsax okono 10-30% [1, 2, 13]. Pe-
yNAPHOE WCMONb30BaHWE BaHHOYEK LJIA PYK M HOM TaKke
CnocobCTBYeT MeXaHWUYEeCKOMY YAaneHWio y4acTKoB runep-
Keparosa [13, 14]. Tonu4ecKkue rIOKOKOPTUKONABI, MECTHbIE
PeTUHOMIbI W KanbLMnoTpron MoryT cnocobcTBoBaTh ynyd-
LUEHMI0 COCTOAHWMA KOXM Y AaHHbIX naumeHTos [2, 13, 14].
LlenecoobpasHo TaKe MCMONb30BaHWE OPTOMERUYECKUX
CTeneKk Ans 06yBu, HOLLIEHWE BEHTMIMpYEMOW 06yBM W Bna-
FOBMUTLIBAOLLIMX HOCKOB: 3TW MEPONPUATUS MOrYT 06NerynTh
cumnToMbl JIMK, noatoMy KpaiHe BaKHO MpUBMEKaTb TaKUX
CMEHBIX CMeLManmncToB, Kak Bpadeii-nogonoros [2, 13].

[nAa KoHTpona npoueccoB nponudepaunm n audde-
PEHLMPOBKM KepaTMHOLMTOB WUCMOSb3YIOT CUCTEMHBIE pe-
TUHOMOb! (AUUTPETMH). PeTMHOMObI 0CO6EeHHO 3PdEKTUBHDI
MpW rUnepKepaTose, 0AHAKO BOCMANWUTENbHBIA KOMMOHEHT
pearupyeT Ha 370 leyeHue MeHee BolpareHHo [13]. lNpenapar
UCMofb3YHOT B [03e He bonee 1 Mr/1 Kr Macchl Tena B CyTKM
B TeyeHMe A0 2 MecC. Bo3MoXKHO HasHaueHve LINTEeNbHbIX
KypcoB PeTnHona auetata unu PeTuHona nanbMuTata B 4o-
3uposke no 100-150 Teic. ME/cyT B TeyeHme 1,5-2 Mec [2].

Mpy NprcoeauHEHNM BTOPUYHOW rPUBKOBOM WM/Unn bak-
TepuanbHoi MHEKLMM NOKa3aHo Ha3HaueHWe COOTBETCTBYH-
LUMX NpenapaToB Kak CUCTEMHO, TaK WM Ha o4Yaru B COCTaBe
KOMOMHMPOBaHHbIX TONMYECKMX cpeacTs [2].

B KoMnneKce ¢ Hapy*<HOW Tepanmelt C yCnexoM MpUMEHSIT
du3mnoTepaneBTUYECKOE NieYeHMe. [100RMTENbHBIA IDHERT
0TMEYaeTCcA NpyU UCMNoNb30BaHMKM noKansHow [YBA-Tepanuu,
ynbTpadoHodopesa BuTammHoB A M E mnm Tonmyeckmx
TNIOKOKOPTUKOMAOB, KpuoTepanuu [2]. WMelotcA cBepeHns
06 3DGEKTUBHOM MPUMEHEHUN HU3KOMHTEHCUBHOTO TENNM-
HEOHOBOr0 /1a3epa, YrNEKUCNOTHOrO Jla3epa, BO3[ENCTBUE
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Poccuickmia sypHan
KOH{HbIX 11 BEHEPMYECKMX DOMe3HEN

KOTOPbIMW NPOBOAWTCA NOCNE NPeABapUTENBHOMO YaaneHua
poroBbIx Macc [2].

B cBA3M ¢ pacnpocTpaHEHHOCTBI0 AaHHOW Tpynmnbl FeHo-
[epMaTo30B, 06LWMpPHLIM anddepeHLmanbHo-amuarHocTuye-
CKMM NMOMCKOM, CITOMHOCTbIO MOCTAHOBKM AUarHo3a 1 noabo-
POM Jle4eHWs1 XOTUM MPeACTaBUTb Ha NpuMepe ABYX PasHbIX
cnyqaes JIMK, KaK BbiABNAETCA AaHHOe 3aboneBaHue, a TaKKe
MPOAEMOHCTPUPOBATL BapUaHT TEPaneBTUUECKOW TaKTUKK
Yy TaKUX NaLMEHTOB.

ONUCAHUE KTUHUYECKUX CITYHAEB

KnuHuueckum cnyvan 1

MaumeHTKa A., 22 rofa, 0bpaTnach B KNMHUKY KOMKHBIX
1 BeHepuyeckux bonesHeln umenmn B.A. PaxmaHosa (YKB N2 2
KnuHuyeckoro ueHTpa Mepsoro MocKoBCKOro rocynapCcTBeH-
HOro MeuLUMHCKOro yHuBepcuteta uMenn M.M. CeyeHoBa)
C anobamu Ha BbICbINaHUA Ha KOMKe JTaA0HeN W MOJOLLB, CO-
MPOBOMAAIOLLMECA YMEPEHHBIM 3Y[I0M MPU KOHTAKTE C BOJOW.
Cnepnyet 0TMETUTb, YTO MEPEYMCNIEHHBIE ¥anobbl Bbi3biBany
KpaWHIoK 06eCnOKOEHHOCTb Y NaLMEHTKM.

N3 aHaMHe3a W3BECTHO, UTO BbICHINAHUA MOABUIUCDH
B BO3pacTe 3 Mec, AMarHocTMpoBaHa KepaTtoepMua YHHbI—
Tocra. HacnepctBeHHOCTb oTAroLeHa: nogobHoe 3abonesa-
HWe HabnloaeTcA y poaHoN CecTpl.

Mpn ocMoTpe oTMeyaeTcA CUMMETPUYHOE MOparKeHue
KoM NagoHen u cton. Ha runepemvpoBalHoM doHe napo-
Hel 1 NOJOLLB UMEKOTCA BbIparKeHHbIE renepKepaToTUHeCKUe
BOCKOBW[HbIE HACNOEHUA ENTOMO LIBETA, B MEHbLUEW CTe-
MEHU Ha TbIbHOW CTOPOHE MajlbLieB; FPaHULbl NOpaXKeHWs
4&TKue. HorTeBble NAACTUHKM KUCTEN W CTON YTONLLEHBI, Ha-
MOMMHAIOT BUL YacoBbIX CTEKON. Mof HOrTAMM U BOKPYr HUX
y4acTku runepkepatosa (puc. 1). Ha gpyrux yuactkax Kox-
HbIX MOKPOBOB U BUAMMBIX CIIM3UCTBIX 060/104eK NOA06HbIX
BbICBINaHWI HeT.

MaumneHTKa HEOJHOKPATHO NPOXOAWNa feyeHWe B pas-
JMYHBIX KNWHWKaX. TepanuaA BKIOYana TonM4eckue CpeacTea
(TonuyecKme rOKOKOPTUKOMALI B KOMBMHALMM C canuumno-
BOWM KMCNOTOMW, 3MOJIEHTLI C MOYEBUMHOM), MHOMOYUCTIEHHbIE
KYPCbl CUCTEMHBIX PETUHOMAOB C NpUMeHeHWeM HeoTurasoHa
[0 MOMYrofa, a TaKkKe NieYeHne MeToaamMu TPagMLMOHHOM
KMTalCKoM MeaMLMHbI. Bce BbiluenepeymcieHHble METOOVKM
[aBa/M NMLLb KPaTKOBPEMEHHBIN NOMOMKMTENbHBIN 3QQEKT,
M Yepe3 MecAL, MOCe NPEeKPaLLeHnUA JIEYEHUA COCTOAHUE
KOMHBIX NMOKPOBOB CTAHOBUIIOCh MPEHHMM.

N3BecTHo, YTO NOCTOAHHBIA AAMTENbHBIA NPUEM CUCTEM-
HbIX PETUHOMAOB ANA MONIOABIX HEHLLUMH, 0COBEHHO Y NnaHu-
pyloLmx bepeMeHHOCTb, He BCErAa MOMKET ObiTb BapuUaHTOM
MOCTOAHHOM Tepanuu. B cBA3M ¢ 3TUM Ha KoHcMyMe 6bino
MPUHATO peLLeHWe MPOBOSAUTb fIeYeHMe C MPUMEHEHVEM TOMK-
YecKux cpeacTB (FIOKOKOPTUKOMAHbIE Ma3n B KOMOMHALMK
C CanMuMIIOBOM KWUCNOTON ANIA YMEHbLUEHUA BbIParKEHHOCTM
rMnepemMun Mo nepudepuu BbIChINaHMM), a C YYETOM TAXKeE-
CTV 1 TOPMUAHOCTM NPOLIECCa PEKOMEH0BAH KYpPC JIOKa/bHOM

307



Russian journal
DERMATOLOGY \Vol. 25 (4) 2022 of skin and venereal diseases

Puc. 1. Maumentra A., 22 rofa, nafoHHO-NOOLLIBEHHaA KepaToaepMuA, TUM YHHbI-ToCTa 40 HaYana neveHns:: XapaKTepHble BbiCbiNaHWA
Ha KoxKe Kuctei (a) u cton (b).

Fig. 1. Patient A., 22 years old, Unna-Thost palmoplantar keratoderma, before treatment: specific lesions on the skin of the hands (a)
and feet (b).

— Y,

Puc. 2. ToT }Ke NaLMEHT: KNMHUYECKaA KapTWMHA Ha KoMe KucTel (a) v cton (b) B Npouecce neyeHu.
Fig. 2. The same patient: clinical picture on the skin of the hands (a) and feet (b) during treatment.

DOl https://doi.org/10.17816/dv111752




HEPMATONOM A

MYyBA-Tepanum ¢ 0,3% pacteopoM AMMUGYpUHA No MeToam-
Ke 4-pa30Boro 0bny4eHus B Hepento (HavanbHas fosa YOA-
usnydyenna — 0,5 [Ik/cM?), KoTopas AaHHOM NMaLeHTKe pa-
Hee HUKorda He npoBoawmnack. locne NpoBeEHHBIX PYTUHHBIX
aHanu3oB (KNWMHWYECKUA aHanu3 KpoBW, BUOXMMMYECKMM
aHanu3 KpoBM, 0BLLUMI KIMHWYECKWIA aHanU3 MOUM) HUKaKMX
NpOTUBOMNOKa3aHuM K npoeefeHuio YBA-Tepanum He BbIAB-
neHo. Yxe nocne 10 npoueayp (no3a YOA-u3nyyeHus cocta-
Buna 3,0 [Ik/cM?) oTMevanach BbIPaKeHHaA MoJoMKMTE bHas
OVHaMVIKa B BUE YMEHbLUEHMA IMNepKepaToTUYeCKUX Hano-
¥KEHMI Ha Kore B 0611acTu nagoHen 1 nogoLws (puc. 2). Cym-
MapHas no3a YDA coctaBuna 18 [/cm2. CrienyeT 0TMETUTD,
uTO TaKoM No6ouHbIN 3dPEKT, Kak poTofepMaTuT, Nocne npo-
BeEHHbIX NPOLIEAYP Y NALMEHTKM He Habnopancs bnaropaps
KOPPEKTHOMY HaHeceHWio $poToceHcMbunu3atopa, a B CBA3M
C NMPUMEHEHNEM UMEHHO JIOKaNbHOM Tepanuu Bce No6oYHbIe
3¢ deKThl, CBA3aHHbIE C CUCTEMHBIM MpUMEHEHNEM (HOTOCEH-
cnbunmsaropa, oTcyTcTBOBaNM. PeKoMeH0BaHO MPOLOMHKMTL
Kypc nokanbHow [MYBA-Tepanuu go 30 npouenyp.

B BblieonucaHHOM cnyyae Mbl Habnoganu akTUBHbIE
¥anobbl co CTOPOHbI NMauMeHTa, 06eCNOKOEHHOCTb CBOWMM
COCTOAHWEM, HEO[HOKpaTHble MOMbITKM CTabunU3nMpoBaTh
KOXHbIA MpOLecC, CMOMKHOCTb B nopbope npueMneMon
TEpPanuu, CHUMKEHUE YPOBHS KauecTBa M3HU. 0HaKo Ha-
cnefctBeHHan ¢opma JIMK MoeT okasaTbea U ciyyanHom
Haxo[KoW Ha npuéMe y Bpaya-gepmarosora.

Tom 25, N2 4, 2022

Poccuickmia sypHan
KOM{HBIX V1 BEHEPUHYECKIX DONe3Hel

KnuHuueckum cnyyam 2

MaumeHt 3., 42 ropa, o6paTMCA B KIMHUKY KOMHbIX
U BeHepuYecKkux bonesHen nMeHn B.A. PaxmaHoBa c a-
nobaMM Ha pacnpoCTPaHEHHbIE MATHUCTO-NANYNE3HbIE Bbl-
CbiNaHUA Ha KOXKe KWUCTeR, Npeanneynin, Tynoeuwia, co-
NpoBoXaatoLmMeca 3yAoM. BbicbinaHnA BO3HWKAWM Mocie
MPUMEHEHMA NapaLeTaMona Ha ¢poHe OCTPOW pecnmpartop-
HOWM BMPYCHOM WMHQeKUMUW. BbicTaBneH AMarHo3 TOKCMKO-
nepmun. KpoMe Toro, B XoZe 0CMOTpa Ha KOMe NafjoHen
0bHapyMeHbl eAuHUYHble 04aru runepKepaTosa cepo-
¥ENTOro LpeTa pa3mepoM Ao 1,5 cM B IMaMeTpe, Ha KoMe
MOAOLIB — Q4aru rMMepKepaTo3a Cepo-HKENTOro LBeTa
pa3sMepoM [0 5 CM B AuaMeTpe ¢ YETKUMU rpaHuuamu. Ova-
I'M He CKNOHHbI K cnuAHMIo. HorTeBble NNacTMHKKU KUCTEN
U cTon He usMeHeHbl (puc. 3). Ha apyrux ydacTkax Tena
MoA06HbIX BbIChINAHWIA HET.

/3 aHaMHe3a M3BECTHO, YTO [1e6I0T BbIChINaHUIA Ha KoXe
NafoHen 1 NodoLwB 0TMEYasiCA B BO3pacTe 25 feT, 3ieMeH-
Tbl MOABM/ICH CMOHTAHHO, 63 BMOMMOW MPUYMHBIL, U HU-
Korga He perpeccvpoBanu. HacneacTBeHHOCTb OTArOLLEHa:
nogo6Hble BbICkINaHUA OTMeYaloTcA Y oTua, bpata U gove-
PV MauuWeHTa, Y KOTOpLIX 04ark runepkeparosa NOABMAMCH
B Bo3pacte 15 u 18 net. [lnarHo3 «Kepatopnepmua byiuke—
Ouwepa—bpayspa» BbICTaBAANCA €ro OTUY; CaM NaLMeHT
HWKaKoro obcnefoBaHMA Mo 3TOMy 3ab0NIEBaHUIO U NIEYEHUS
He NoJyYan, TaK KaK JaHHbIA KOMHBIN NPOLeCC He Bbl3bIBasl

owm

Puc. 3. MNaumnent 3., 42 ropa, napjoHHO-NofJoLWBeHHaA KepaTtodepmua, Tvn bywke—Ouwepa—bpayspa: xapaKTepHble npoABneHUsA

Ha Koxe Kucten (@) u cton (b).

Fig. 3. Patient Z., 42 years old, palmoplantar keratoderma, Buschke-Fischer—Brauer type: characteristic manifestations on the skin

of the hands (a) and feet (b).

DAl: https://doi.org/10.17816/dv111752
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Yy Hero HUKaKoM 06eCNOKOEHHOCTU M He BAIMAN Ha KauyecTBo
HU3HN.

YuutbiBan OTCYTCTBME BblpareHHbIX ¥anob un J'IéI'KYIO Ccre-
MeHb TAXECTU Te4YeHMA KOXKHOro npowuecca, naumueHTy bbI0
pexoMeHAO0BaHO NpMMeHeHe NnLb ToNnYeCcKnx CpeacTs (ke-
paTtonnTuKoB U 3MOJIEHTOB), MCMOJb30BaHKe KOTOPbIX NMpun-
BeN10 K MocCTeneHHoMy yMeHbLLUEHUIO rnneprepaToTUYeCKnX
Ha/IOMEHMI Ha KoMe B 0611acTV NafioHei 1 NoaoLLB.

OBCYHOEHUE

JINK npeacraenaT cobon obwmpHyo rpynny 3abone-
BaHWM HacNeACTBEHHOMo M60 NpUObPETEHHOMO XapaKTepa,
B KNIMHUYECKOW KapTUHE KOTOPbIX MPUCYTCTBYIOT Anddys-
Hble W/ 0YaroBble YTONLLEHUA POrOBOrO C/10A INMAEPMU-
Ca NPenMyLLLECTBEHHO B 06/1acTV NafioHew 1 nofaoLws [2, 4].
[aHHble cocToAHMA ABNAIOTCA Hanbonee pacnpocTPaHEHHbI-
MW CpedM KepaTo30B M 3aHUMAlOT 2-e MecTo B CTPYKType
HacneACTBEHHbIX 3ab0neBaHU KoM (reHoAepMaTos3oB).
B KnvHMuecKo npaKTWKe Bpaya-gepMarosiora faHHoe Co-
CTOAHWE — He pPefdKoCTb, YYMTbIBAA LUMPOKOE pa3Hoobpa-
3u1e He TOJIbKO HacneACTBEHHBIX, HO U MPUOBPETEHHBIX GOpM
JINK [2]. Ha 3To yKa3biBaeT H0MbLLOE KONMMYECTBO ONMCaH-
HbIX KIMHUYECKUX CNYYaeB KaK B 3apyberHoW, Tak U 0T-
e4eCTBEHHON nuTeparype.

NMeloTcA aaHHble He TONbKO 06 U30IMPOBaHHBIX GopMax
JINK, Ho n nposABneHnAX KepaToaepMUK MPY FEHETUHECKMX
cuHgpomax [15]. Papg aBTopoB 06CyMaaeT NposBfieHMs Ha-
cnefcTBeHHbIx dopM JIMK ¢ uenbio NnpuBneYeHnA BHUMaHKA
He TONBKO [1epMaToioroB, HO M HEOHATONOroB K npobneme
BPOMOEHHBIX M HacneyeMblX KOXHbIX 3aboneBaHui, TaK
KaK YCTaHOB/IEHWE FeHHOW npupoabl 3aboneBaHUs MOXKET
UMeTb 3HaYeHUEe C TOYKW 3PEHWUA MeMKO-TEeHETUYECKOr0o
KOHCY/bTUPOBaHWA CEMbM MO NOBOAY MPOrHO3MPOBaHUA
3goposoro notoMctea [16]. BawHo otMeTuTb, yto JIMK He-
PeQKO COYETATCA C APYTUMU TAHKENBIMU UMW CUCTEMHBIMMI
3aboneBaHuAMK. OnucaHbl ciyyan HacnedcTBEHHOM ¢op-
Mol JTTK, accoummpoBaHHoOM ¢ peBMaToOMOHbIM apTpUTOM [7],
a TaKKe coyveTaHua BpoXKAEHHOW dopMbl JTTK u runota-
NaMUYECKOWN TIMOMbI CO 3HAUUTENbHBIM Y/YYLLEHWEM CO-
CTOAHMA KoMK Ha (OHe NeYEHUA TNNOMbI TPAMETUHMOOM
¥ peumamnBe BbiCbiNaHMI nocne npexpaLleHna nevenusa [171.

ABTOpbI 3a4acTylo Ha KAMHWYECKUX NpUMepax [eMOH-
CTpMpYIOT pa3HoobpasHble TepaneBTMYECKUe MNOAX0Ab
K cTabunusaumm KoxkHoro npouecca. WMeloTcA OaHHble
0 Pa3fMYHbIX CXeMaX NEYEHUA aLUMTPETUHOM WU anuTpe-
TUHOMHOM [9, 18].

K ToMy e cnefyeT NOMHWUTb, YTO TaKue NaLMeHTbl Mo-
YT UCMbITbIBATb BbIPAXKEHHbIE NCUX03IMOLMOHANBHBIE pac-
CTPOMCTBA, YTO MPUBOOMT K CHUMKEHWIO KAUYECTBA HU3HU
W COLMANbHOro CTaTyca, OKa3blBaeT HEraTUBHOE BAWUAHUE
Ha MaTepuanbHoe 61arococToAHue, a B 0C060 TAKENbIX Cy-
YanAx cneAcTBMEM 3ab0NeBaHUA MOXKET CTaTb MHBANMOHOCTb
[2]. ITOT acneKkT XopoLIO MOKa3aH Ha HaLIMX KIAMHUYECKUX
npumepax. B nepsoM onucaHHOM cnyyae Mbl Habmioganu
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aKTUBHBIE ¥anobbl CO CTOPOHbI NaLMEHTa, 06ECNOKOEHHOCTb
CBOWM COCTOAIHMEM, HEOAHOKpPATHbIE MOMLITKK CTabUNU3M-
poBaTb KOMHbBIA MPOLLECC, CNOMHOCTL C NoA60pOM NpueM-
NEMOK Tepanuu, BbipaXKeHHOe CHUKEHWUE YPOBHA KayecTBa
¥U3HW, YTO KOPPENMpYeT CO CTEMEHbID TAXKECTU TeYeHUA
3aboneBaHuA B faHHOM cuTyauuun. OgHaKo HacnepcTBeH-
Haa ¢opma JIMK MoKeT 0Kas3aTbcA U Cy4anHOM HaXoOKoW
Ha npuéme y Bpaya-[epMaTonora, Kak nokasaHo BO BTO-
POM KJIMHWYECKOM NPUMEPE, YTO NINLLL NOATBEPHIAET GaKT
abconoTHOM HeobXxoaMMOCTU MONTHOLLEHHOMO OCMOTpa Na-
umeHTa. HecMoTpa Ha OTCyTCTBME BbIparKeHHbIX anob co
CTOPOHbI MaUMEHTa Ha KOMHBIN NpOLIECC, NIErKylo CTeneHb
TAKECTU COCTOAHWUA W OTCYTCTBME CHUMKEHWA KavyecTBa
¥M3HW, TaKUM NaLMeHTaM HeobxoOMMO NpOBOAWUTbL Oua-
FHOCTWKY 3ab0neBaHMA B CBA3M C FreHETUYECKOW NPUPOJOM
COCTOAHUA U PEKOMEH[I0BaTh COOTBETCTBYIOLLIEE SIEYEHME.

YunTbiBan, YTO Ha [aHHbIA MOMEHT BCe crmocobbl Tepa-
MM JaKT UL KPATKOBPEMEHHBIN NOMOKUTENBHBIN 3dPERT
B CTAbMNM3aLMM KOKHOMO NpoLiecca U He U36aBnAIT naum-
€HTOB MOJHOCTbIO OT 3ab0neBaHusA, B HalLel CTaTbe OnmcaH
BapMaHT YCMeLLHOM TepaneBTyeckon Taktuku ([TYBA-Tepa-
nuA). HeobxogmMo fanbHeuiiee HabniofeHWe npescTaBneH-
HOMN B KIIMHUYECKOM OMMCaHWUK MALMEHTKM, a TaKHKe NpuMe-
HeHWe MeTofa Ha 6onbluen rpynne uccnesyeMblx C Lefbio
OLIEHKM NEpPCMeKTUBHOCTU NokanbHou [1YBA-Tepanuu B Ka-
4ecTBe MOHOJIEYEHMA AaHHOr0 COCTOAHUA.

3ARJTIOYEHUE

Pa3sHoobpa3une KnMHUYeCKUX (opM, COMKHOCTU AMarHo-
CTMKM, OOLUMPHBLIN OudPepeHLManbHO-AMarHOCTUYECKMIA
MOMCK, NOTPeBHOCTb NALMEHTOB B JIEYEHUW B CBA3M C Bblpa-
¥EHHBIM CHUMEHMEM YPOBHA KaYeCTBa MU3HW M TPYAHOCTU
C Noa6opoM afieKBaTHOM Tepanuu 3acTaBnAIT UccnefoBaTe-
nen BO BCEM MUpe MCKaTb HOBbIE NOAX0Mbl K COEPHMBAHMIO
[aHHOro 3aboneBaHwA. MpUBEAEHHBIE KMMHMYECKUE ClyYau
NpeLCTaBMAT UHTEPEC M0 HECKOIBKUM KpUTEPUAM: Hannume
y naupmeHToB HacnefcTBeHHbIX ¢opM JITK ¢ noaTepHAEHHBIM
CEMelHbIM aHaMHE30M, APKOCTb M TUMUYHOCTb KIMHWUYECKOM
KapTuHbl 3a6051eBaHNSA, BbIPAXKEHHBIN OTBET Ha MPOBOAMMOE
nevenve (y naumentru ¢ JIMK no tuny YHHbI-Tocta). TakuM
nauMeHTaM HeobxoauM CTpOro MHAMBMOYanbHbIA nogbop
Tepanuu C Y4ETOM KITMHUYECKON KapTWHBI, COMYTCTBYIOLLMX
3aboneBaHuM M 0TBETa Ha Te WM WHble MeTOMbl JIEYEHNA.
CrnepyeT NOMHUTb, YTO [ame KOMMMEKCHbIA Noaxof He no-
3BONAET MOSHOCTbIO M36aBUTLCA OT NPO6MEMBI, HO 3HAuM-
TENbHO YNYYLLIAET KAYeCTBO MM3HU TaKWUX NaLMEHTOB.

AONOTHUTEJIbHO

WUcTouHuk ¢uHaHcpoBaHuA. Pabota BbinonHeHa
Mo MHULMATVIBE aBTOPOB 63 NpYBNIEYEHNA GUHAHCHPOBAHMA.

KoHdnMKT nHTepecoB. ABTOpbI [iEKNapupyIoT OTCYTCTBME
fABHBIX 1 MOTEHLMANbHBIX KOHOIMKTOB MHTEPECOB, CBA3AHHBIX
C COZlEpHaHNEM HACTOSALLIE CTaTby.




HEPMATONOMMA

Bknap aBTopoB. ABTOpbI MOATBEPHKAAIOT COOTBETCTBYME
CBOEro aBTOPCTBA MerayHapoaHbiM Kputepuam ICMUE (Bce
aBTOPbI 0A06PUNM GUHANBHYI0 BEpPCMIO CTaTb Neped nybnam-
KaLwel, Bbipa3uiun Coriacie HecTu OTBETCTBEHHOCTb 3a BCE
acnekTbl paboThl, Mogpa3yMeBaloLLyl0 Haa/erallee M3yde-
HWe 1 peLLeHVe BOMPOCOB, CBA3aHHbIX C TOYHOCTLIO MK A0-
BpOCOBECTHOCTHIO /1060 YacTX paboTkl). HanmbonbLumii BKNag
pacnpedenéH cnefyowmm obpasom: 0.B. pabosckas,
H.Il. TenmoK — KOHUENUMA WUCCNedoBaHWA, BHECEHME
B PYKOMWCb CYLLIECTBEHHBIX MPaBOK C LEMbIO MOBLILLEHUA
Hay4HOW LeHHocTn cTaTby; f0.B. Konecosa — nonydeHune
W aHanu3 [aHHbIX, WHTeprpeTauuA pe3ynbTaTos, Cylle-
CTBEHHbIM BKNa4 B HanucaHwe ctatey; [.B. MeHambed —
nojlyYeHne OaHHbIX M MHTEpnpeTaumua pesy/bTaTos, Cylle-
CTBEHHbIE MPaBKM C LEfbi0 MOBBILLIEHUA HAyYHOW LIEHHOCTY
cTaTbm.

Cornacue naumenTa. [laumeHTsl 4O6POBOMLHO MOANM-
canu MHhOpPMMPOBaHHOE coracve Ha nybnavkaumio nepco-
HanbHOM MeMLMHCKOM MHbOpMaLWMK B 0be3nM4eHHOM dopme
B *KypHane «POCCUWCKMIA #ypHaM KOMHbIX 1 BEHEPUYECKMX
bonesHew».
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