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A. K. AJIEKCAHOPOBA

KNWHNKO-MOP®ONOTNYECKUE OCOBEHHOCTH
BYJIbFAPHOTO UXTUO3A

Ilenmpaavrotii HayuHO-UCCACO0BAMEABCKUN KONCHO-BEHEPOAOUMECKUT UHCTIUNYM
Dedepaavrozo azenmcmea no 30pasooxXpaHeHuio u CouualbHomy paseumuro, 2. Mockea

BeepeHne

MXxTnosbl — 31O rpynna HacneacTBEHHbIX 3ab0oneBaHnin
KOXW C HapyLUeHMEM MPOLLECCOB kepaTuHusauun. Cyuie-
CTBYET MHOIO GOPM UXTNO3a U LENbI psan, PeOKUX CUHA-
POMOB, BK/TOYAIOLLMX UXTNO3 KaK OAMH U3 cMMnTOMOB [3].

Hanbonee 4yacTo B KNMHNYECKOI NPaKTUKE BCTPEYaeT-
Csl BynbrapHbin nxtno3 (BW), B cTpykType HacnencteeH-
HbIX UXTMO30B OH cocTaBnsieT 6onee 95% oT Bcex GopM.
3aboneBaHne pacnpocTpaHeHO BO BCEX CTpaHax BHE 3a-
BMCMMOCTM OT pacbl. MyX4rHbl 1 XeEHLWMHbI 6onetnT oau-
HakoBo 4acTo [3, 2].

Otmonorma 1 natoreHes B oo koHua ewe He nayye-
Hbl. PaHee CUYMTaBLUMIACS UCKIIIOYUTENbHBIM ayTOCOMHO-A0-
MUWUHaHTHbI/ TN HAcNefoBaHVS B AAHHbIA MOMEHT HEKOTO-
pbIMK aBTOPaMu MOABEPraeTcsl COMHEHWO [6, 7]. N3BecT-
HO, YTO Hapsay C PETEHLMOHHBIM IMMNEpPKepPaTo30M, OTCYT-
CTBMEM W/ UCTOHYEHVEM 3EPHUCTOrO Cos MPW rMCTONO-
rmyeckom uccneposaHuu [1, 2, 5] y 6onbHbIx BU oTmeva-
€TCa HapyLLeHne aKcnpeccun npodunarrpMHa, OCHOBHOIrO
Genka kepaTormannHoBbIx rpaHyn [6, 7, 10, 13]. Mpodn-
NarrpyviH CMHTE3NPYETCS B 3EPHMCTOM CJI0E Y HaxXoOomMTCS B
KepaTormannmHoBbLIX rpaHynax B BbICOKODOCHOPUIMPOBAH-
Hon dopme. MNocnenytoLee aedpocdopunmpoBaHme 1 NpPo-
TEONN3 NPUBOOAT K MOSIBNEHNIO MOHOMEPOB dunarrpuHa,
NMPVHUMAIOLLMX y4acTMe B arperaupmm KepaTuHOBbIX ¢una-
MEHTOB B HWXXHWX OTAenax porosoro cnos [7, 8]. Y 6osnb-
HbIX B/ npy MIMMYHOMMCTOXMMMUYECKOM UCCNELOBAHUN Ha-
6G1I00AETCA CHUXEHWE WW TMOJSIHOE OTCYTCTBME IKCMPEC-
cun npodunarrpuHa, OAHaKo arperaumst KepaTMHOBbIX Gu-
JlAMEHTOB B POrOBOM C/loe He HapylweHa [7, 13].

Mpy NpoBeAEHHOM 3N1EKTPOHHO-MUKPOCKOMNYECKOM
vcenenoBaHuM 'y 60sbHbIX B 6binv 06HapyXeHbl peskoe
CHWKEHVE KONMNMYECTBA rpaHyN KepaTornanmHa, nx aHoMasb-
Hasl, «rybyartas» unm «menkodepHucTas» (crumbly, spongy),
CTPYKTYpa 1 HeoOblYHas nokann3aums y KpaeB CMEXHbIX
ny4ykoB ToHodunameHtoB [5]. Sybert V. P. B 1985 roay
onvcana nosHoe OTCYTCTBME rpaHy kepaTormanvHa 'y 60sb-
HbIX C BblPaXEHHOM KapTuHOW BW 1 aHanorunyHble, men-
Ku1e, He3pesble, rpaHysibl y NaLMeHTOB C YMEPEHHBLIMM NPO-
aBneHnamu nxtrosa [8]. OpHako Fleckman P. npu gpyroi
mMeToavke dukcaumy GMonTaToB AJ1s 3NEKTPOHHOM MUKPO-
CKOMUU yKasan fnLllb Ha PEe3KOe CHVDKEHWE FpaHyn kepa-
TormanuHa 6e3 CTPYKTYPHbIX @aHOManui Unn KX MNOJHOe
otcytctBue [13]. AHanm3 KynbTypbl KEPaTUHOUUTOB 6OJb-
Hbix BU BbisiBMA CHMXKeHWEe cuHTe3a MPHK npodwunarrpyHa
Ha 50—-60% no cpaBHEHMIO C COAEPXaHNEM B KJIETKax 300-
POBOM KOXM, a Takxke HectabunbHocTb MPHK, 4TO, BOS3-
MOXHO, SIBNSIETCS CNEACTBMEM OTCYTCTBUS UM DYHKLIMO-
HasIbHOM HEaAKTUBHOCTU CTabunuanpytoLero gakropa npu
naHHOM 3abonesaHun [8, 10]. Bkcnpeccus NOpUKpuHa, a
Takke K6 n K16-umMtokepaTHOB, OTBETCTBEHHbIX 3a rmnep-
nponndepaunto, He Obina HapyweHa [7, 14].

Mownck pedekToB Ha reHETUHECKOM YPOBHE C MCMOJb-
30BaHMeM GU3MYECKOro kapTupoBaHus u linkage-aHannsa
nokasan Hanuyve npobneMHOro y4actka y 60bHbIX 00bIY-
HbIM UXTWMO30M C JIOKYCOM Ha Xxpomocome 1922 [16]. MNoc-

nenyoLme reHeTu4eckne NccnenoBaHNs NO3BOVIN UOEH-
TMduumpoatb Mmytaumm R501X n 2282del4 B reHe dunar-
rpyHa, OTBETCTBEHHbIE 32 pa3suTne BU. JaHHble myTauun
0Ka3aInMCb CEMUAOMUHAHTHBIMU: FeTEPO3UTrOTHbIE HOCU-
TenM oCTaBanMCb GEHOTUMUYECKN C MUHUMABHBIMU MPO-
ABNEHUSMU MXTMO33, TaKMMWU KakK MMNEpIMHEapHOCTb Na-
OOHEN N/VNN HEe3HAYUTENBHOE LUeNyLLeHNe Ha KOXe ro-
JIeHen, B TO BpeMs KaK y rOMO3UIOTHbIX HOCUTENENn MyTa-
umMiA Bbina BblpaXeHHas KnHMYeckas kapTuHa BU [12]. Y
€BpOrenLeB JaHHble MyTaumn B reHe dunarrpyHa Bctpe-
yatotca y 4-10% B nonynaumn. B pobGaBneHne K BbilLe-
ynomMsHyTbiM MyTaumsam Sandilands A., O’Regan G. M.,
vccnenysa 6 npnaHackux cemen, 6onbHbix BU, oBHapyxu-
nm Hoeyto mytaumo 3702delG [11]. Weidinger S., Irvine
A. D. npegnonoxwunu, 4to mytaumm R501X b 2282del4 B
reHe ¢punarrpuHa, obycnosnvsatrowme BU, aBnaioTcs cunb-
HbIMM MipegpacnonaralwmmMmn Gakropamm ons pasBuUTUs
aToMMyeckoro aepmarmrta v, BO3MOXHO, BPOHXMANbHOWN
acTMbl. MI3BECTHO, 4TO OOUH 13 GakTOPOB Pa3BUTUA aTOMNN-
4Yeckoro gepmMatvta — 9TO MOBPEXAEHHBIA anuaepmab-
Hblii Gapbep, OCHOBAHHbLIM HA MEpPBUYHOM AedekTe anu-
hepmanbHor andoepeHUMpoBKM. Ha OCHOBaHUM reHeTu-
4eckoro uccnepoBaHus 476 HemeLkuUx CemMen, UMEoLLmMX
nposiBNeHNs atonuyeckoro aepmartura, Weidinger S. Bbig-
BWJT aCCOLMALMI0 aTOMMYECKOro AepMaTmTa ¢ MyTaumsiMn B
reHe dwunarrpuHa, 4to 0COOEHHO OblIo XapakTepHO OJis
JL, VMEIOLLMX MOBbILIEHHbIM ypoBeHb JOE u ¢ annepru-
4YeCKOoW MoNMCeHCUounu3aumen, a Takke UMeLmMX npo-
ABNEeHNs aTonmyeckoro gepmatuita u BU (runepnuHeap-
HOCTb nagoHer un nogows) [15].

Hapno oTMeTuTb, 4TO BbIPaXXEHHOCTb KIIMHUYECKUX NPO-
aBneHuii npu BN B OONbLUMHCTBE CllydaeB NpsiMO Koppe-
JIMPYET C OTCYTCTBUEM UM UCTOHYEHNEM 3EPHUCTOrO Crosi
1 KONMMYECTBOM rpaHyn kepatornanuuHa [7, 13]. OTHocu-
TenbHO aTnonorum B fo cux nop HeT eOuHOro MHEHUs.
OpHu nonaratoT, 4To nmeeTca gedekT B reHe npodunar-
rpyYHa WU HapyLUEHWs1 B MPOLECCEe TPaAHCKPUMNLUA U, Kak
CneacTBue, CHUXeHne cogepxanua MPHK npodwvnarrpm-
Ha B kepatuHouuTax [8, 10], opyrne — 4TO M3MEHEHUs
3aTparnBaloT HECKOJIbKO MEHOB, OONH U3 KOTOPbIX BIVSET
Ha akcnpeccuio npodbunarrpuHa [7].

OkcnpeccnBHOCTL BU MOXET OblTb pasnunyHoin — oT
€[1Ba 3aMETHOrO LUENYLEHNsT KOXM A0 BbIPXEHHbIX MO-
paXxeHul C KPYNHbIMU, MIOTHO MPUKPENIEHHbIMU YeLlyii-
kamun [2, 3]. EouHoin knaccudukauum 3aboneBaHust HeT.
HekoTopble aBTOPbI BbIOENSAIOT TPU CTENEHU TXKECTU BYSb-
rapHOro MXTno3a: MMHUMAasIbHYIO, CPEAHIO 1 MakCuMalsb-
Hyto. CywecTtsyeT pasgeneHne B v no suay yewyek, n
no nNpeob6aafaHnio B KIIMHUYECKON KapTUHE honmkynsip-
HOro kepartosa unu wenywenuns [2]. Mpn poxaeHun koxa
HOBOPOXOEHHOIO BbIMSANT HENOPAXEHHON. [pruMepHOo
C 3 MecsLEB 1M No3Xe (40 5 NeT) NogABAoTCA CyXOCTb U
CUMMETPUYHOE LUENYLLIEHNE KOXMN. HYellyinkm B OCHOBHOM
Menkme, oT 1 MM oo 1 CcM B AMaMeTpe, HenpaBUibHOM
bOpMbl, TOHKME, C BOMIHUCTbIMU Kpasimu. VX uBeT Bapbu-
pyeT oT 6enoro n TEMHO-CEPOro A0 KOpuYHEBOro. Pas-
JINYHbIE TUMbI LWENYLIEHNS MOMYT HabnoaaTbCH B PasHbIX



30Hax y ogHoro 6onbHoro. LlenyueHve Hanbonee Bbli-
paXeHO Ha pa3rmbaTesbHbIX MOBEPXHOCTAX KOHEYHOCTEN,
KOXe XmBoTa. Kak npasuiio, HMKHMUE KOHEYHOCTWU Mopa-
XeHbl 0osbllie, Y4eM BepxHMe. Ha roneHsax yellynku ca-
Mbl€ TEMHbIE U TONCTbIE, NOAUIOHANILHON DOPMbI, MIOT-
HO MpuKpenneHHble. Koxa crmbatenbHblX NMOBEPXHOCTEN
KOHEYHOCTEN, Len, KONEHHbIX U NOKTEBbIX CrMOOB 00bIY-
HO WwaauTcs. XoTa weku 1 n1o6 MoryT ObiTb MOPaXeHbl B
paHHEM OEeTCTBe, LWesyLleHne B 3TUX 061acTsax 00bIYHO C
BO3pacToM ymeHbluaetcs. Keratosis pillars, nnv ¢onnn-
KYNSPHBLIA rMnepkepaTto3, MOXeT ObiTb Ha OOKOBbIX MO-
BEPXHOCTSX LLUEK W Lew, Tbile KUCTel, arogmuax u 6epn-
pax. JlagoHn 1 NOAOLUBbI C MOBLILLEHHON CKNaa4aToCTblO,
YTO NPUOAET MM CTapyeckuii BUA,. Yacto HabnoaarTCcs OHN-
xooncTpodumn, BONOCklI cyxue, noMkmne. [na BynbrapHoOro
MXTNO3a XapakTepHa 4eTkasd CE30HHOCTb C YJ/y4LIEHNEM B
neTtHee Bpewms [2, 4, 8].

IunarHo3 BW moxeT npenctaBnaTb OonpeaeneHHble
TPYAHOCTU B CUJy OTCYTCTBUS YETKMX AMArHOCTUHECKNX
KputepueB. KnnHnyeckrue nposiBNeHUs BeCbma Bapua-
OenbHbl, 4acTo HabnaaTCs CTepThie, aOOPTMBHbLIE POp-
Mbl UXTNO3Qa, CEMENHbI aHaMHe3 He BCeraa yaaeTcsl Co-
OpaTb. Kpome TOro, mpu rucTonornieckomM MccnepoBa-
HUWN 3EPHUCTLIN CNIOA MOXET OblTb HE U3MEHEH, €ero MnoJi-
HOe oTCcyTCTBME BCTpeyaeTcs nvwb y 50-75% 60bHbIX C
BbIpaXXEHHbLIMW NPOosSIBNEeHUSMN nxtnoaa [7, 8, 13]. Heob-
xoammo andoepeHumposatb BU ¢ X-cuenneHHbIM UXTn-
030M, a Takke C NpPUOBPETEHHBLIM MXTUO30M, KOTOPbLIN
NosIBNSIETCSA B 3PESIOM BO3pACTe, Yalle BHE3arnHo, U He-
pPenko ABASETCs NepBbiM MPU3HAKOM 3J10KAYECTBEHHbIX
HOBOOOPAa30BaHMIN BHYTPEHHMX opraHoB [8].

Marepuanbl u MeTofbl MCCNEROBAHKS

Mop, Hawmm HabnogeHnem Haxogunmucb 10 GOsbHbIX
BW: 6 manbuymkoB 1 4 peBOoYkM B BO3pacte OT 7 Ao
16 net. 13 aHamHe3a n3BECTHO, 4TO BCE AETU POOUNIMCH
OT [OHOLLEHHOW BepemMeHHOCTU, OTCTaBaHus B GU3MYec-
KOM WM WUHTENNEeKTyalbHOM pPas3BuUTUM He OblI0 BbiSBNE-
Ho. MNepBble Npu3Haky 3abonesaHns B Buae Anddy3HOro
LenyLlweHnst Ha TynoBuLLEe 1 pasrmbaTtesibHbIX NOBEPXHOC-
TAX KOHEYHOCTEeN MOSIBUINCb Ha MEepBOM roAy >XM3HM
(8—7 mecaueB), HOCUNM CE30HHBIV XapakTep C PE3KMM YXYA-
LLIEHNEM B OCEHHe-3VMHWIA Nepuoa, CONpPOBOXOANChH He-
3HauMTENbHBIM 3yaoM. BonblnHCTBO aeTel ¢ B Habnto-
nanuce B KB, ¢ gnarHosamm — anneprimyeckmin oepmMartmT,
aTONUYeCcKnin AepMaTUT, XPOHUYECKas 3K3ema, NPUMEHS-
JI1 KOPTUKOCTEPOUAHbIE Ma3Wn, HEPeaKo Ha BCE TYSIOBU-
we. N3 npenapatoB, Has3Ha4yaeMbIX BHYTPb, Yalle BCEro
Obln aeBUT, He Gonee 1 kan./CyT., KOTOPbI BONbHbIE MPU-
HUMann GEeCKOHTPONBHO, OObIMHO B 3UMHEE BPEMSI.

ConytcTaytoLLme 3a60neBaHns BbISIBNEHbI Y 8 6OMbHbIX:
XPOHUYECKUIA racTPOAYOLEHUT, ONCKMHE3NN XENYEBBIBO-
OAWmMX nyTer no rmnep- v rMnoMOTOPHOMY TUMy, peak-
TUBHBIA NMaHKpeaTuT, ANCOaKTEPMO3 KULLEYHUKA, BEreTo-
cocyaucTas AUCToHMS. Y OOnbLUE YacTh 9TUX AETEN Bbl-
AIBIEHO co4yeTaHne 2—-3 COMyTCTBYOLWMX 3aboneBaHuii.
Y 1 60nbHOI ObiM NPOSIBNEHNS MOBEPXHOCTHO-ONSALLIEY-
Hol popMbl NIMNONZHOIrO Hekpobrosa.

YcTaHoBMEeHa BblpaXeHHast CKIOHHOCTb 60JbHbIX BU K
anneprnyeckumM 3aboneBaHnsM 1 atonusm. Tak, B aHaMm-
He3e y 7 OeTell MMelTCs yka3aHus Ha MpPOsIBNIeHUs aTo-
NUYecKoro AepMaTmnTa, U3 HUX y 4 B COYETaHUM C NONIU-
HO30M, y 2 — ¢ oTekoM KBWMHKE 1 KpanuBHULUEN, Y 1 — C
OPOHXMANBHON aCTMON 1 MONNHO30M. Y BCex OO0JbHbIX
OTMEYeHa HEMepeHOCMMOCTb psda MULLEBBLIX NPOOYKTOB
M NEeKapCTBEHHbIX MPEenaparos.

[MpoBeneHHbIN reHeanorMiyecknii aHanus BbIIBUI Cle-
ayuime 3aKOHOMEPHOCTW: Yy BCex naumeHtoB BU wnmen
BbIPAXEHHbIN ayTOCOMHO-A0OMWHAHTHBIN TUM HAacnegoBsa-

HUS U, YTO XapakKTepHO, NMPenMyLLEeCTBEHHO Habniogancs
Yy POACTBEHHMKOB MpobaHaa no MaTepuHCKOW JNIMHUK 1
TONMbKO B ABYX Cily4asx — MO OTLOBCKON. lNpuyem akcn-
PECCUBHOCTb KIIMHMYECKMX nposisneHuii BU y poacteeH-
HukoB | n Il cteneHn poactea Obina pa3Hoi — OT Bblpa-
XEHHOM KIIMHUYECKOWM KapTWHbI C LuenyweHnem, Gonnn-
KYNSiPHBIM FMNepKepaTo30M, CKIaayaToOCThbio NafoHen 1
nogows A0 abopTuBHbLIX HOPM, KOrga MpucyTCTBOBAs
TONbKO OJVH MPU3HaK, Yallle BCEro XapakTepHble U3Me-
HEeHWs nafoHen 1 NoaoLwB. Y ABYX NaUMEHTOB Oblv 6OSbHbI
0ObIYHbIM UXTNO30M cubCbl. ECnn roBopuTb 0 reHeTnyec-
KOV NpeapacnofioXXeHHOCTM K aTtonuu, TO 34eCb OTMeva-
flacb apyrasi 3aKOHOMEPHOCTb: MO MaTEPUHCKOM MHUN Y
POACTBEHHUKOB MNpobaHga 4Yalle VMMENUCb MOSIIMHO3 U
KpanmeHMLA, MO OTLLOBCKON — OpOHXMasnbHas actma n ato-
nuyecknii pepmatnt. B cembsix, roe annepruyeckue 3a-
OoneeaHus ObinK y MaTepu npobanaa, NPOsIBNEHUs aTo-
nun Gbn 1 'y cMBCOB.

MmcTonormnyeckoe nccnepgoBaHne Obl1O NPOBELEHO
Bcem B6onbHbIM BU. K MOMeHTY npoBeaeHust Guoncum Bce
6onbHble 6onee 2 MecsLEB NOML30BANIMCH TOIbKO HAPYX-
HbIMK CMSrYaloLWLMMK kKpemammn, OOGbEKTOM MMCTONOrMYeC-
KUX nccnenosaHuii asnannck duontatbl Koxun 1x1x0,5 cwm,
B3AATbIE MO, MECTHOW aHecTe3nen 2%-HbIM PaCTBOPOM HO-
BOKavHa M3 naTofiorM4yecknux 04aroB Ha rOfIEHSIX WA Ha-
PYXHOI MOBEPXHOCTU Mey. 3aTeM mMatepuan GuKCMpo-
Banu B 10%-Hom pacTtBope dpopmMannHa 1 obpabaTbiBanm
Nno CTaHOAPTHOW METoAVKe C MocnenyloLwel 3anmBko B
napaduHoBble GN0KW, U3 KOTOPbIX FOTOBWUAN FMCTONOMM-
yeckune npenaparbl C OKPaCcKOM reMaTOKCUIMHOM U 903U-
HOM. 1Nl MMMYHOIrMCTOXMMWYECKOTrO WUCCNEO0BaHNS UC-
none3oBanuck napaduHoBbie 6noku. ccnegosaxune npo-
BOAMIN Ha CEPUIHBIX NapadUHOBbLIX Cpe3ax TONLMHOMN
5 MKM, NMOMELLEHHbIX HA aAre3nBHbIE CTEKNA, MOKPbIThlE
nonmsnHoMm («Menzel-Glaser», 'epmaHust). Cpesbl o6pa-
GaTbiBanMChb MO CTaHAAPTHOW MeToAuke ¢ aenapaduHu-
3aumert n 06paboTkolri B MMUKPOBOIHOBOW neun. M3yye-
HMe akcnpeccun GunarrpyHa npoBoAmIoCh C UCMONb30-
BaHMeM Habopa peakTUBOB M CUCTEMbI BMU3yanm3auuu
Novostain Super ABCK (universal) 1 MOHOKOHaNbHbIX
aHTUTENn Kk déwunarrpuHy B paboyem passegpeHun 1:200
npoussoacTtea Gpupmbl «Novocastra Laboratories Ltd».

Ons KOHTPONsS Mpu MMMYHOTMCTOXMMWYECKUX U TUC-
TONOMMYECKNX MCCNENOBaHMSX MCMNONb30BannCh OGuonTa-
Thbl KOXW, B39Tble Y NaUMEHTOB, He CTpajalomx 3abone-
BaHWSMM KOXM MPU OMNepaTMBHbBIX BMELLATENbCTBAX MO
noBoay TPaBMbl.

ONeKTPOHHO-MUKPOCKOMMYECKOE UccnesoBaHne Obino
nposegeHo 1 GonbHoMy BW, y KOTOpOro npv rucronoru-
YEeCKOM MCCeaoBaHNM 3ePHUCTLINA Cro Obln NpeacTaBneH
€OVHVNYHBIMY KJIETKaMUW, PeaKUMs C MOHOKIOHAIbHLIMW aH-
TmTenamun K punarrpuHy 6bina cnabo NnonoXMTENLHON.

BuonTat Koxn ¢ukcmpoBanu B rayrapanbgernge, 3a-
OydepeHHOM KakoaunaTHbIM Bydepom ¢ nocnenyoLlei
ocmMumeBon dukcaumen no Kandungy. dervaparaumio npo-
M3BOOMNIM B CMIMPTax BOCXOASLLEN KOHLUEHTpaumn, nocne
yero o6pasupl 3anMBann B 3MOH-apanguTOBYD CMOIY.
YnbTpaToHKME Cpe3bl Nosyyany C NMOMOLLBIO yibTpaTtoma
JIKB, KOHTpacTupoBanu ypaHua-aueTaToM U aLeTaTtom
CcBUHUA no PenHonbacy. MNMonyyeHHbIn npenapart npocmMar-
pusanu n doTtorpadrpoBann Ha 1EKTPOHHOM MUKPOCKO-
ne Philips. CM 10 npu yBennyenumn ot 1000 mo 3000.

Pesynbtarbl MccnepoBaHus
KnuHuyeckass xapakrepuctuka
GOJIbHbIX BYJIbFrapHbIM UXTUO30M
Mpun ocmoTpe y Bcex GosbHbIX BU KOXHBIA npoLecc
HOCWJ1 PacnpPOCTPaHEHHbIN, HEOCTPOBOCMNASIUTENbHbIA Xa-
pakTep, CTENEHb BbIPAXEHHOCTN LUENYLIEHNS U XapakTep




yellyek Ha KoXe TynoBMLa WU KOHEYHOCTel Obinn pas-
NnyHbl. CamMble KpyMHble, MONUIOHaNbHOM GOPMbI HeLlyii-
K1, KOPUYHEBaTble, MAOTHO MPUKPEnsieHHble, Habnoaa-
IUCb Ha nepenHein U GOKOBbIX MOBEPXHOCTSAX ONEHEN.
MenkonnactTvH4yaToe LWeNyleHne MMeno MECTO Ha KOXe
pasrnbaTenbHbIX NMOBEPXHOCTEN KOHEYHOCTEeN, GOKOBbIX
NMOBEPXHOCTSX TYNOBULLA, KOXE XMBOTA, Y ABYX OOJSbHbIX
TakKe Ha KoXe crnbatenbHbIX MOBEPXHOCTEN KOHEYHOC-
Ten, B KPYMHbIX CKNagkax U Ha wee. Yewymnkm B OCHOB-
HOM MeJfiKMe, TOHKME, C BOJIHUCTLIMU KPasiMu, FPSI3HOrO
cepoBaTto-6enoro uBeTta, gnameTpom oT 1 MM po
1 cm. Ha koxe cnuHbl Yalwle Habnoganock oTpybeBua-
Hoe LwenyuweHne, Ha GOKOBbLIX MOBEPXHOCTAX TY/IOBULLA
Yyelwynkm Oblnn PacnonoXeHbl MO JIMHUAM HaTSXeHUs
KOXM 1 Bonee TeMHble. Y BCeX BOMbHbIX OTMEYaNoCh Ha
doHe Nnerkor rmnepemMmy MenkonaacTMHYaToe Lwenyle-
HUe Ha Koxe nba, wek. Y 7 60nbHbIX, UMEIOLLIMX aTonun-
yeckuii gepmatuT B aHaMHe3e, Ha MOMEHT OCMOTpa OT-
MeyasiCsl XeWnuT, KOTOPbIN Obln pacLEeHEeH Kak aTtonu-
4yeckui, Tak Kak Oblna nopaxeHa kKpacHas karima 1 KOX-
Has 4yacTb ryb, B yrnax pra Ha ¢GOHe 3pUTEMBI U LLENy-
LWeHNs — eOMHUYHbIe Hernybokue TpelumHbl. Takke oT-
Meyanucb nepuopbutanbHas aputemMa, MyKOBUOHOE
LenyLeHne Ha Koxe Bek, a 'y 2 60JIbHbIX ABEHNSA KOHb-
tokTnBMUTa. PONNNKYNSPHBLIA KEPATO3 B BUAE MENKMX CY-
XOBaTbIX Y3€JIKOB C JloKanM3aumen B YCTbsIX BOJIOCSHbLIX
dOoNNMKyNoB NPUCYTCTBOBAN Y 5 BOMbHbLIX HA KOXE MJiey,
Oenep, aroauy, GOKOBbLIX MOBEPXHOCTSAX Ty/OBULLA U
Lekax. BaxHO OTMETUTb, YTO AaHHble OOSbHblE MMEOT
NPOSIBNEHUS aTOMMYECKOro aepmaTtuTta. Y OCTaslbHbIX
5 nauMeHToB OTMeYeHbl eaUHNYHbIE DONNMUKYNSPHbIE Na-
nynbl Ha Koxe nned n 6epep, YTO MOXHO MPUHATL 3a
HOpMY.

Y Bcex naumeHToB ¢ BW Habnioganacb MoBbILLEHHASA
CKJ1a44aToCTb NafloHeN M MOAOLIB C YCUNTEHUEM KX KOX-
HOro PUCYHKa («CTapyeckne nafoHu»), y 3 BoNbHbIX B CO-
YyeTaHUM C MYKOBWUOHBLIM TMNEPKEePaTo30M U1 Hernybokum-
MU TpeLmMHaMmn Ha koxe cTon. Y 4 naumeHToB Obiiv 3pu-
TEeMaTOCKBaMO3HbIE O4Yarn ¢ HeYETKMMM rpaHmLamMum 1 oT-
cnavBailoLWMMCs aNNMAePMUCOM MO KpasiM Ha KOHYMKax
nanbLeB pyK, a Takke eAVHUYHbIE TPELLMHbI B MeXnasib-
LeBbIX MPOMEXYTKax.

OucTtpodusa HOrTeBbIX MAACTUHOK KUCTEN y 6 6onb-
HbiX Oblia B BMAE MPOAOSLHON WMCHEPYEHHOCTU, OHUXO-
NiM3nca, a Takxke pacLuernneHus Ha Cnov gUcTanbHOM HOr-
TEeBOW NNAaCTUHKW. aTonormus co CTOPOHbI 3peHns B BUAOE
MUOMUM CPELHEN CTENEHN BbIPaXEHHOCTM Obina 'y 1 6onb-
Horo. Bonochkl y Bcex naumeHToB Obliv Ccyxue, NOMKuE, Yy
7 60MbHBIX OTMEYanock ANG@Y3HOEe MenKonaacTMH4aToe
LIeNyLWeHNne Ha KOXe BOJIOCUCTON 4acTWU rOSOBbI.

Fmctonornyeckoe

U UMMYHOrMCTOXMMMUYECKOEe uccnepoBaHne

Bo Bcex 6uonTtaTtax 60sbHbiXx BV 0CHOBHbIE NaTOMOp-
donornyeckne U3aMeHeHns Haxogunucb B anuaepMuce m
MMENM PasHylo CTEMeHb BbIPaXeHHOCTU. Y 5 BonbHbIX C
6onee 3Ha4YMTENLHLIMKU NposiBNeHnaMu BU ructonormyec-
KV OTMeYanuCb YyMePEHHbI runepkepaTos, Porosble
NPOBKN B YCTbSIX BOJIOCSAHbIX (DONMNKYNOB, 3€PHUCTHIN
CNoK OTCyTCTBOBan Mnu Obin NpPeacTaBneH eaMHUYHBIMU
KfeTkamu, LIMNoBaTblA CON UCTOHYEH, Y 2 GOMbHbIX OT-
Meyanacb rmnepnurMeHTaums Knetok 6asanbHOro Cros.
B nepme — ckynoHble nepuBackynspHble, NMdOrncTuoLm-
TapHble MHOUALTPaTbl. CanbHble Xenesbl aTPOPUYHbI, KO-
JINYECTBO BONOCSHBLIX DONMVKYNOB YMeEHbLUEHO. [pn UMm-
MYHOIMCTOXMMUYECKOM UCCNeaoBaHUM BO Bcex GuonTa-
Tax peakuus ¢ MOHOKJIOHaNIbHbIMU aHTUTenamun K dunar-
rpuHy Gblna OTPULIATENBHONA.

Y ocTtaBLumxcs 5 60MbHbIX C MEHEee BblPaXeHHOW Kap-
THOM BW oTmevancsa cnabblii rmnepkepaTos, 3epHUCTHIN

CNoi 6blN1 HEPABHOMEPHOW TOMLLUMHBI, NPeACcTaBieH Of-
HUM-OBYMS1 psaamm KNeTok, MectaMu OTCYTCTBOBaJI, LUN-
noBaThbln 1 6asanbHbI con 6biM 6€3 U3MEHeHU. VM-
MYHOMMCTOXMMUYECKN PeaKUMst C MOHOKJIOHAIbHLIMW aH-
TuTenamm K dunarrpmHy 6eina cnabo nonoxuntensHom. Ko-
NIMYECTBO KepaTOorvanvHOBbLIX FPaHys B LUMUTOMNIa3Me 3ep-
HUCTBIX 3NUTENMOUMTOB ObIIO 3HAYUTENBHO CHUXEHO.
ONEeKTPOHHO-MUKPOCKOMNUYEeCcKoe uccnepoBaHue

BasanbHas membpaHa 00bIYHOWM CTPYKTYPbI, pPaBHOMEpP-
HOWM TONWMHbLI. BadanbHble aNUAEPMOLUUTbLI OBaNbHOWN
$opMmbl, HA NX NOBEPXHOCTM BOSbLLIOE KONMMYECTBO OJINH-
HbIX KNETOYHbIX OTPOCTKOB (MMKpPOBWUANERn), cBoeobpas-
Has 6axpomMyaToCTb AEPMaTO3aNMaepMasnbHOro coeamHe-
HVS. B uMTonnasme OTAENbHbIX KNETOK — KPYMHbIE BaKy-
0N, MecTaMy 3aHumalroLmMe BClo uuTonnasmy. Bonmau
anep NPUCYTCTBYIOT eAMHNYHBIE MENaHOCOMbI. JecMOoMO-
Mbl HEMHOIO4YMCNEHHBI. Kak B 6a@3anbHOM, Tak 1 B LUMMO-
BaTOM CJ10€ — HEPES3KO BbIPAXEHHbIA MEXKIIETOYHBIN OTEK.
B uutonnasme knetok — ToHOPUIaMeHTbl B BUAE FOMO-
FeHHbIX My4YKOB.

KneTku wmvnoBatoro cnosi pesko BakKyosJM3VPOBaHbl,
0COOEHHO B NMepuHyKJIeapHO 30He. YMeHbLUEeHbI pa3me-
pbl 9aep, aaepHas membpaHa B 60bLUMHCTBE KNETOK UMe-
€T «rodpunpoBaHHbLIN> BUA, C KPAEBOW MapriHaumen Xpo-
MaTtuHa. OTMEeYaeTCs BbICOKas 3N1EKTPOHHAS MAOTHOCTb Lin-
TOMNa3mbl, Ny4YKN TOHODUNAMEHTOB YTOJILLEHbI, MECTaMU
rOMOreH13MpoBaHbl. B LUMnoBaTbix anuaepMoLmTax pesko
YMEHBLUEHO COAEPXAHWE MNACTUHYATLIX rPaHysl — 3NeKT-
POHHO-MNIOTHBIX, OKPYrbiX 06pa30BaHWiA, C nokann3aum-
el Ha nepudepun KNeTkn, psSaoM C nydkamm ToHODno-
punn. KonnyecTBo 1 CTPYKTypa AECMOCOM HE HapyLUEHbI.

3EepHUCTLIN CNoM NpeacTaBneH eAVHUYHLIMKN KIeTKamu,
OTMEYaETCS BaKyonM3aums NepyHyKIIEapHO 30HbI, Kepa-
TOrMaNMHOBBLIE TPaHy/bl MENKUX Pa3MepoB, €AMHUYHBI,
MENKO3EPHNCTON CTPYKTYPbl, HACTO BHE 3aMETHOM CBSA3U C
ToHODMBpPUNNIamn. KepatmHocom He BeTpedaeTcs. Poroeoii
Cnoli cocTouT 13 GOMbLLIOIO KONMYECTBA POroOBbIX YeLLyeK,
PacrnonoXeHHbIX B HECKOJIbKO PSiiOB, KOTOPbIE OT/IMYAKOTCS
Nno CBOEN MIOTHOCTW. B yellyikax, rpaHnyalmx ¢ wmnosa-
TbIM 1 MECTaMu 3ePHUCTBIM CNOSIMU, KepaTuHoBble K-
punnbl pacronoxeHsl 6osee pPbixno, obpasys OTAesbHbIe
CryLLEHWs!, pasfieNleHHbIE CBET/IbIMM NPOMEXyTKamu. B npo-
MEXYTKax MeXAy Yellykamu COOepXaTcsi MENKO3ePHUC-
Tble 3NEKTPOHHO-MPO3PayHble rPaHysibl, BO3MOXHO, MMKO-
JVNNOHOM CTPYKTYPbI. [1eCMOCOMbI €AMHNYHbI.

BoiBogbl

Mo paHHbBIM NPOBEOEHHOr0 WUCCNEAOBAHUSA MOXHO
roBoputb 06 ayTOCOMHO-AOMWHAHTHOM TWUME Hacneno-
BaHuA BW, cknoOHHOCTU OOMbHbIX K aTONM4eckum 3abo-
neBaHVsIM, 0COOEHHO K aTOMUYeckoMy OepMaTuTy, 4YTO
HaLLMO NOATBEPXAEHNE N HA MTEHETUYECKOM YpOBHE. [n-
ctonornyeckn y 50% OO0NbHbIX OTCYTCTBYET 3€PHUCTbIN
ClolA, @ Takxke peakuusi C MOHOKJIOHaNIbHbIMW aHTUTeNa-
MU K dUnarrpyHy, 4To npPsSiMo KOPPENMPYET C BbIPaXKEH-
HOCTbIO KJIMHWUYECKMX MPOSBNEHNA. Hanuuve naumeHToB
C 3epHuCTbIM cfioem (50%) M HEMHOIMOYMCNEHHbIMUK Ke-
paTornannMHOBbLIMU rpaHynaMm MOXET HABOOUTb Ha MbIC/b
0 TOYKOBbIX MyTaLMsIX B reHe npodunarrpmHa, 3atparu-
BalOLLMX PErYNATOPHBIE NMOCNE0BATENBHOCTY (HanprUmMep,
B 06/1aCTN UTPOHOB), YTO COMPOBOXAAETCS HE Hapylle-
HMEM CTPYKTYpbl OENKOBOIN MONEKYNbl, @ KOMNYECTBEH-
HbIMW M3MEHEHUSMWN COLEPXAHUS COOTBETCTBYIOLLEIO
6enkoBoro npoaykTa B kneTke. Yto kacaetcs 0cobeHHO-
CTel B KNMHNYECKOWN KapTUHE, Y BCEX NALMEHTOB Habnio-
[anocb MeNKOMIacTMHYaTOE LUEeNyLIEHME HA KOXe nuua,
y 50% 60bHbIX Obln BblpaXXeHHbIN GONNUKYNAPHBIA Ke-
pato3 Ha KOoXe paarnbaTesibHbiXx NMOBEPXHOCTEN KOHEeY-
HOCTEM M TyNOBULLA, YTO COYETANIOCh Y AAHHOW rpynnbl



OO0JIbHbIX C MPOSBNEHMAMW aTonn4yeckoro aepmatuta. Y
BCEX MaLUMEeHTOB Oblfia MOBbILLEHHAA CKNaa4aToOCTb KOXN
nagoHen n nogows, y 60% — oHuxoguctpodun.
MepeyncneHHble rMcToNornieckmne, UMMyHOrMCTOXUMI-
4yeckune 1 ynbTpacTPYKTypHble ocobeHHoCTV BU MoryT GbITb
MCMONb30BaHbl Npu anddepeHumanbHoM AMarHocTuke ¢
NPUOBPETEHHBIM UXTUO30M, APYrMMn GopMammn UXTNO3a,
4YTO OYEHb BaXKHO AOJ19 HA3HAYEeHUs afekBaTHOW Tepanuu,
MeOyKO-reHeTUYEeCKOro KOHCYbTMPOBaHUS. K coxaneHuio,
[aHHble UCCNeaoBaHUs He MNO3BONAIDT OTBETUTbL Ha BCe
BOMPOChLI 00 3TWONOrMM 1 natoreHese BU, mexaHu3max
HapyLLEeHNst MPOLIECCOB KepaTuMHM3aLmm1, 4To TpebyeT aasnb-
HeMLWero n3y4yeHust U reHeTUYeckmnx UCcnenoBaHui.
lMoctyrnuna 14.11.2006
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A. K. ALEKSANDROVA

KLINICAL AND MORPHOLOGIC BASIS
OF ICHTHYOSIS VULGARIS

Literature review as well as the data of the
authors, concerning ichthyosis vulgaris (IV) are
presented. We have demonstrated that the struc-
tural protein filaggrin is reduced or absent in
patients with IV and this biochemical abnormality
correlates with the morphologic reduction in the
amount of keratohyalin, and with the clinical
severity of the disorder. Atopic manifestations are
associated with IV. Nearly 75% of the patients in
our stady had atopic symptoms.

Key words: ichthyosts vulgaris, filaggrin, kera-
tohyalin granules.
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POJIb TMCTAMUHA U TMCTAMMHOBBIX PELENTOPOB
H3/4-TUMA B PETYNALUMN CHHTE3A IGE
NMPU TAXKENON ACTME Y JETEM

Kadgpedpa xaunuueckoii ummynonozuu, aiiepzoiozuu u 1a60pamoproi OuazHOCMuKu
TI'OY BIIO KI'MY Poc3dpasa

Mo anMaeMmnonornyecknm AaHHbIM OfHUX aBTOPOB,
OpoHxManbHas acTMa — O4HO M3 Hanbonee pacnpocTpa-
HEeHHbIX 3ab60neBaHnin coBpemMeHHoro obLiecTsa. 3a noc-
negHue 40 net pacnpoCTpaHeHHOCTb anieprm 1 acTMbl
B Pa3BUTbIX CTpaHax Bo3pocna B 2—-3 pasa, a caMun 3a60-
neeaHus npuobpenun xapaktep anuaemun. Poct 3abo-
N1IeBaeMOCTN anfnepruen n actMom cosnan ¢ U3MEHEHU-
€M KaK OKpyXalollel cpefbl, Tak 1 obpasa XWU3HWU Jo-
nen [1]. Cpeaon B3pocnoro HaceneHuss 6onesHb pernc-
TpupyeTtcs 6onee 4eM B 5% cnyyaeB, y OeTeN elle yaule —
0o 10% [2]. Mo paHHbIM OPUUMANBHOM CTAaTUCTUKWU, B
nocnefHve rodpl 3Ha4MTENbHO BO3POCO YMCNO AETeN,

CcTpagalLwmx OPOHXMaNbHOM acTMONM, U nokasaTtenu ee
pacnpocTpaHeHHocTn gocturaoT 10-30%. OTmedvaeTcs
TakKke TeHaeHums k 6onee paHHemy Havany 3abonesa-
HWS, 1 ceilyac ero Hepeako AMarHoCTUPYIOT Y AeTen nep-
BbIX MecsueB xu3Hu [3]. Takum obpa3om, GpoHXMasb-
Hag acTma (BA) aBnseTca OAHOM M3 CcaMblX akTyasbHbIX
npobnem MeauumHbl. COrnacHoO COBPEMEHHBLIM MeXAay-
HapOAHbIM PYKOBOACTBAM BbIAENSAOT 4 CTENEHN THAXECTU
BA y neteit. Hanbonee cnoxHoi n npobnemaTtMyHoin BO
BCEX acnekTax aBngerca Taxenaa actma (TBA). 91o cea-
3aHO C BbICOKMM PUCKOM Pa3BUTUS YIPOXAOLLMX XMU3HU
COCTOSIHWIA, 3HAYMTENbHBIM BIIVSIHUEM Ha Ka4eCTBO XKU3HU
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