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AnddepeHuymanbHaa gnarHoCTUKa TOKCUYECKOro annaepmasibHoOro
HeKpoaunsa (cuHapoma Jlamenna) B8 OPUT: KnnHMyeckme HabaogeHUn

0. B. MOJIOYKOBA, H{. C. ®UJTUTITIOBCHAA, A. I KYINPUAHOBA, E. B. MUTUHA, O. B. HAPSAHOB, T. E. CYXOBA, M. C. lTETPOBA,
E. B. HEPHAEBA

MocHOBCKMI 06/1aCTHOW Hay4YHO-UCCIe[,0BaTE/IbCKUIA KIMHUYECKUI MHCTUTYT umM. M. . Bnagumupckoro, MockBa, P®

Toxkcuueckuii annaepmanbabiil Hekposns (TOH) — kpurnyeckoe Jku3Heyrposkaolee COCTOsIHIE, Pa3BUBAIOIIEeCs B BU/IE TOTAIBHOTO OTCJIOCHUS
3MUIEPMIUCA U XaPAKTEPUIYIOIIEECS TSKEJBIME PEAKITISIMU CO CTOPOHBI BCEX ccTeM opranu3mMa. [[puBeieHo omicanme 1ByX KIMHUYECKIX CTy4aeB
€O CXOAHOM KIMHUKO-Tab0PaTOPHON CUMITOMATHKOI, B OJJHOM U3 KOTOPBIX Arardo3 TOH BrociencTBim ObLI OMPOBEPTHYT.

Iesb: aHaM3 METOAO0B KIMHUYECKOMN 1 TabopaTopHOi uddepeHanibHOl AMarHoCTUKK COCTOSTHUI, COIIPOBOKAAIOIIMXCA MACCUBHOM OTCJIO0MKO
AMUAEPMHUCA, Y AaIMeHToB, pedbiBatomux B OPUT.

Pesyabratbl. [Ipu uMMyHOMOP(OIOTHUECKOM MCCACAOBAHNH OUONTATA KOKH, IOJYYCHHOTO OT MAIMEHTKU ¢ TOPIUAHbIM TedcHueM TIOH, 06-
HapysKeHa yeTKas JuHeiinas dukcanms [gG B Meskkierounoil cesaspiBaoieil cyoerannun (MCC) GazaabHOro, MUIIOBATOTO U 36PHUCTOTO CIOEB
anuIepMuca, a Takke pukcarpst C3-kommnonenTa komiieMenTa B MCC 6a3abHOTO CJI0sT STTHIEPMHUCA.

3akmouenue. COBOKYITHOCTh aHAMHECTUYECKUX CBEJIEHUIT 1 PE3YJIbTaTOB MaTOMOP(OJIOrUIeCKOTO UCCIE0BAHUSI METOIOM TIPSIMON UMMYHO-
(hIroopecteH K UMeeT KPUTHYECKH BasKHOE 3HaYeHKe JIJIsl YCTAaHOBJEHHUS ANarHo3a U BBIGOpa Jie4eOHO TAKTUKN Y MAlUeHTOB ¢ aTUITMYHBIM
reyernrem TOH.

Kniouesvie crosa: TokcmaecKuil amiiepMaIbHbIil Hekposm3, TOH, myssipuaTka
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Differential Diagnostics of Toxic Epidermal Necrolysis (Lyell’s Syndrome) in ICU:
Case Reports
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E. V. CHERNYAEVA

M. F. Vladimirsky Moscow Regional Research Clinical Institute, Moscow, Russia

Toxic epidermal necrolysis (TEN) is a critical life-threating condition developing as the total detachment of epidermidis and characterized by severe
pathological reactions of all body systems. The current article describes two cases of TEN with similar clinical and laboratory signs. In one case the
diagnosis of TEN was subsequently refused.

The objective: analysis of methods of clinical and differential diagnostics of conditions accompanied with massive epidermidis detachment in ICU patients.
Results. The immunomorphological evaluation of skin specimen obtained from the patient with a torpid form of TEN showed linear IgG fixation in the
intercellular space of stratum basale, stratum spinosum and stratum granulosum and C3 fixation in the intercellular space of stratum basale.
Conclusion. The complex of anamnesis data and pathomorphological evaluation of skin are crucial for the diagnosis and treatment of patients with
atypical TEN.
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Cunpnpowm Jlaitesnna (TOKCUIECKUN aTTUIEPMAIbHBI  KOHIIA He SICHA, OTHAKO €T0 PAa3BUTHE Yallle BCETO acco-
Hekposus, TOH) — Taxxenoe xxusHeyrpoxaioliee co-  IUAPOBAHO C TIPUEMOM JIEKAPCTBEHHBIX CPE/ICTB, TAKUX
CTOSTHVIE, XapaKTEePU3YIONIeecs MACCUBHOI THOENBI0  KaK apOMaTHYECKUe aHTHKOHBYJIbCAHTHI, Cy Tb(haHia-
KepaTUHOIMTOB, KOTOPOE Yallle BCEro Pa3BUBAETCS  MUIHBIC aHTHOMOTHKY, HECTEPOU/IHbBIE TPOTUBOBOCIIA-
B OTBeT Ha BO3/IEHICTBHE JIEKAPCTBEHHOTO IIpernapara  JIUTEJbHbIE CPeACTBa, HeBupanuu u ap. [10]. 3apern-
nim ero MetabosmToB [5]. VIMerommuecst Ha CErOAHsII-  CTPUPOBaHbI cIydan BosHukHoBeHust TOH BerencrBue
HUH JIeHb JMUIEMUOJOTHYECKHEe CBeleHUst o3BoJist-  BakimHanuu MMR [13], y 6obpabix BUY-undeknn-
IOT OTHECTH 3TO COCTOSIHUE K OTHOCUTEJBHO PellkuM  eii [2], npu undekiuu, Boi3Bannoii M. pneumoniae | 3],
U TIOTEHIMAIBHO (haTaJbHBIM: TaK, COIJIACHO JaHHBIM U HEKOTOPBIX APYTUX WH(MEKIIMOHHBIX 3a00JIeBaHUSIX.
L. E. French, exerognas yacrora peructpanyuu TOH B ocuoBe narorenesa TOH nexut nmMmmyHoIOTH-
He mpeBbimaeT 2 caydaeB Ha 1 000 000 Hacenenus [7], deckad peakiusd, omocpenyeMas MUTOTOKCUYECKUMU
MIPU 3TOM CMEPTHOCTD OT Hero BappupyeT B mipegenax  CD8" T-aumdonurtamu (11TJI) m ecTtecTBeHHBIMU
25—40% [6, 7, 18]. dtnonorns BosankHoBeHns TOH 1o kumepamu (NK-kaeTkamiu), B KOTOPO#H JIeKapCTBEH-
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HOE BEIeCTBO MJIU €r0 METaOOJIUT BBICTYIIAET B POJIH
ranteHa. AxtuBupoBanubie 1 TJI u NK-kmetku pe-
KPYTUPYIOTCST B 06JIACTH IEPMATBHO-IMIIEPMATHHO-
TO COeIMHEHHUs, T/le OHU, PACIIO3HAB JIeKapCTBEHHBIE
AMUTOITBI HA TIOBEPXHOCTU KEPATUHOIINTOB, BHI3BIBAIOT
ux rubesb 1o mephopuH,/TpaH3uM-B-3aBucumomy u
MHC-I-3aBucumomy nytsm [12, 14]. Ilomumo atoro,
crierupuyeckue TJI akcrpeccupyoT GOJIbIINE KOJIH-
YecTBa PACTBOPUMBIX MEMATOPOB BOCHATIEHNS, TAKAX
Kak rpanysm3uH, uaTepdepor-ramma (MOH-y) u dax-
TOp Hekposa onyxosu-aibha (DHO-a), koTopsie B
CBOIO OY€pPe/lb YCUIMBAIOT U TOAIEPKUBAIOT THOEITh
kepatuHOIUTOB [ 18]. UDH-y 1 @HO-a mpomMoTupyror
akcripeccnio Fas-muranna (FasL) kepaTuHOIINTOB, 9TO
B KOHEYHOM cYeTe IPUBOANT K nx FasL-omocpemnosan-
HOMYy amonTo3y [17, 18].

Takum o6pasom, TOH sBiisieTcst IpenMyIecTBEHHO
T-numboruT-3aBucMbIM 3a00J1eBaHIIEM, OCHOBHBIMU
3a/1a9aMH yCIIEITHOTO TaTOTEHETHYECKOTO JIeUeHUS KO-
TOPOTO CJIY’KUT CKOpeliliee yaaaeHne n3 opraHnn3ma
BEII[ECTBA, MOCTYKUBIIETO MPUINHON €ro Pa3BUTHS,
1 0OPBIB CYNIECTBYIONIMX MATOJOTHYECKUX HMMYHHBIX
peaxkiui.

B tunmmunbix cayyaax amarnoctrka TOH we mpen-
CTaBJIgET CYIIECTBEHHBIX CJOXKHOCTel. Baxkuelinee
3HaYeHNeE UMeeT MeTMKaMEeHTO3HbIN aHaMHe3, a TAaKKe
MMEIONIeECsT UN TIepeHeceHHoe MH(MEKITMOHHOE 3200~
JIeBaHNe.

Kak caenyer m3 HMXKeNpPUBEIEHHOTO OMUCAHWUS,
nHorAa mox Mackoit TOH MoryT mpoTekaTs U Apyrue
TSKeJIble TTy3BIPHBIE IePMATO3bl. B Takoil cuTyanmmn
MePBOCTENIEHHOE 3HAYEHNE TOJIKHO OBITH OTBEIEHO TH-
CTOJIOTHIECKUM METO/IaM HUCCIIeIOBAHNUS, PE3yTBTaThI
KOTOPBIX B 3HAUUTEJIBHON Mepe OIIPeIesIaIoT JajlbHe-
Y10 JIe9eOHYI0 TAKTHKY U TPOTHO3.

[lestb: aHATM3 METOIOB KIMHUYECKOI 1 TabopaTop-
Holl muddepeHnnaabHOl IMAarHOCTUKN COCTOSHUM],
COITPOBOK/IAIONIUXCS MACCUBHOU OTCJIOUKOU amujep-
MIICa, ¥ TIAIIMEHTOB, MPeGBIBAIOIINX B OTIETCHIN Pea-
HUMAaIu 1 nHTeHcuBHON Tepanuu (OPUT).

MaTepnaJI U ME€TO/bl

[Tpoanasm3mpoBaHbl 1Ba KINHUYECKUX CJIyYasi, CO-
MTPOBOKAABIINAXCS MACCUBHOM OTCIONKON STTHIEPMUCA.
Wcnosb30BaHbl CTAaHAAPTHBIE METOBI KIMHIYECKOTO,
J1abOPaTOPHOTO U MHCTPYMEHTAIbHOTO 0OCIEI0BAHNS,
KpOMe TOTO, IPUMEeHSIACh METOINKA OIpe/iesIeHus
¢ukcanmm anturten (AT) n C3 xoMroHeHTa KOMILJIe-
MEHTa METO/IOM IPSAMOU UMMYHOMIOPECIIEHIINH.
BoisiBienue GUKCUPOBAHHBIX UMMYHOTJIOOYJIMHOB
1 UMMYHHBIX KOMIIJIEKCOB OCYTIECTBIISIIA METOIOM
IPAMOI UMMYHO]ITIOOPECIIEHIINH € MCTIOJIB30BAHNEM
MOHOCTIETT(DUYECKITX JITIOMUHECITUPYIOIIAX CBIBOPOTOK
npotus 1gG, IgA, IgM 1 cBIBOPOTKYM MPOTHUB TPETHETO
KOMITOHEHTa KOMIIJIEeMEHTA.

Kannnueckuii cayyait Ne 1

Mysxuuna 25 sert rocnutanmudupoan B8 OPUT
I'bY3 MO «MOHUKU um. M. ®@. Bragumupckoro»
(MOHUMKN) B xpaiine Ta:xesom coctossnnn. M3 ana-
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MHe3a U3BECTHO, UTO MAIIMEHT CTPAIAET OUTIOJISPHBIM
paccTporCTBOM, HACTOSIIEE MATOJIOTHIECKOEe COCTO-
sSHUE Pa3BUJIOCh OCTPO BCJIEICTBUE HE3aBEPIIEHHOTO
CyHIna, Koraa GOMbHOM OMHOMOMEHTHO MPUHSIT BbI-
COKYIO JI03y JJaMOTpu/KuHA. Bekope mociie aToro Ha
KOJK€ TYJIOBHINA U KOHEYHOCTEH MOSIBIIIUCH OOMIPHBIE
My3bIPHBIE BBICHITIAHUSA. [Ipy moCTyT/IeHnn co3HAHMe
cryTaHHoe, corop. IlaTonmornmueckuit KOXXHBIN TpoIiece
UMeeT TeHePAJN30BaHHBIN OCTPOBOCTIATUTENbHBIN
xapakrep. [Topaskerno Gosee 70% KOKH, BCe BUIMMBIE
cauaucteie. Koskabiil mokpoB anddy3HO TUTIEPpEMUPO-
BaH, IMeET BUJI OIITIAPEHHOU KOXKH, STTUEPMHUC JIETKO
CI[BUTAETCSI [IPU HAJIaBJIMBaHUK, OOHAKEHbI OO PHbIE
aposuBHbIe MoBepxHOcTH. CrMiiTrom Hukossekoro pes-
KO MOJIOKUTENbHBIN (puc. 1 a, 6).

[To maHHBIM JaOOPATOPHBIX WCCJEIOBAHII, TPU
noctynieranu Mapkepel BUY-undexnun, cudniuca,
rematitoB B 1 C He 06HAPYIKEHBI, y TAI[EHTa OTMe-
yaeTcs JeHKo-, muMbo- 1 HeiTporerus (2,55 X 10° /71,
0,2x10°/n1m 1,87 X 10°/71 COOTBETCTBEHHO), TUTIOTIPO-
tenHemus (57,2 v/mn), runeprankemus (8 MMOJb/ ),
MOBBINIEHNE YPOBHS IEeYeHOUYHBIX TPAaHCAMHHA3
(AJIT 91,8 en/m, ACT 125,3 exn/m), pe3koe MOBBITITE-
Hue ypoBHs anbda-amuaassr (1 055 ex/i) u KpeaTnH-
KuHa3bl (3264,4 en/n), Tpu3HAKK TUTIEPKOATYIIAIINHT
(nporpom6uHOBOE Bpemst 1o Ksuky 28%, AYTB 57,5 ¢,
D-pumep 3,82 MKr/mMir), MeTabOJUYECKIIT alKano3
(pH 7,49, pCO, 43 mm pr. ct., HCO, 32,8 mmoub/ 11,
ABE 8,4 mmous/m, SBE 9,5 MM01b/T), PE3KO TTOBBI-
IIIeH ypoBeHb ImpoKaabIuToHuHa (3,63 ur/mi). [lpn
PEHTTEHOJIOTHYECKOM UCCIIe/IOBAHUY OPTAHOB TPYTHOM
KJIETKH JIEBOE JIETOUHOE 1T0JI€ TOTATBHO TOMOTEHHO TI0-
HUKEHHOW MPO3PAYyHOCTH, BEPOSITHEE BCETO, 33 CUET
HAIMYUs CBOOOAHON KUAKOCTH B ILJIEBPAJILHON 110JI0-
cti — tuapotopakc? Ilo seBoMy 1 paBOMy KOHTYPY
CPEIMHHOM TeHW TOHKNH BO3YNIHBIN CJIOH — THEBMO-
MEUACTUHYM.

Wcxons n3 1aHHBIX aHAMHE3a, XapaKTePHBIX KJIH-
HUYECKUX U JabOPATOPHBIX IPU3HAKOB, OOJHLHOMY
yctaHoBJieH nuario3: TOH (curapowm Jlatienna), mo-
BEPXHOCTHASI 9PO3WST POTOBUITBI, PEAKTUBHBIN TAHKPea-
THUT, CTPECCOBAS TUTIEPTITMKEMIS, HHTOKCUKAITMOHHBIN
NCKUX03 Ha GoHe GUIIOJISIPHOTO PacCTPONCTBA.

B OPUT mosyyas MHOTOKOMITOHEHTHYTO aHTHOAK-
TEPUATHHYIO TEPANUIO, BBICOKUE JI03BI TJIIOKOKOPTH-
KOCTEPOUIOB MapeHTEPATbHO (METUIIIPEIHU30TI0H
o 1 r/cyt), mnazmadepes, mHOY3NOHHYIO TEPATIUIO,
OKTPEOTH/I, IEKCMeIETOMU/INH, TTapeHTepaTbHOE MTH-
TaHue, MecTHOe Jedenne. Ha (pore mpoBomumoti Tepa-
MUK COCTOSTHIE GOJBHOTO YAAI0Ch CTAOMIN3UPOBATD:
ciyctst 15 maHeit octaTouHble 9PO3UBHBIE TTOBEPXHO-
CTH COCTABJISIN 3% TIIOMAIN MOBEPXHOCTH KOXHU U
UMeJU TEeHJIEHIIUI0 K CAMOCTOSTEbHON dNUTEIN3a-
uu. s nanbHelero jJedyeHnus MaIlUeHT repeBe-
neH B okoroswiil nieHTp HMUU ckopoit momomm mm.
H. B. Cxaudocosckoro.

Kannnyeckuii cayyaii Ne 2

Kenmuna 32 smeT moctynuia B OTAeNeHNE TepMa-
toereposiorun MOHUKMU ¢ xanobamu Ha BbIpa-
JKEHHYT0 c1ab0CTh, OIYIIeHIE HEITPOTJIATHIBAEMOTO
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Puc. 1. Knunuuecxuii cayyaii Ne 1.

a — o 6oaviozo ¢ cundpomom Jlaienra, 6 — myrosuiye
60161020 ¢ cunopomom Jlaieina

Fig. 1. Clinical case no. 1.

a — face of the patient with Lyell’s syndrome, 6 — body of the patient
with Lyell’s syndrome

KOMKa B TOpJie, 60JIb 1 JKKEHIE BO PTY, B HOCY, TJIa3ax,
HapY’KHBIX MOJIOBBIX OpraHaX, OOMJIbHBIE BbIIEICHUST
U3 TJia3, PacCIpOCTPAaHEHHbIE BBICBINIAHUSA 110 BCEMY
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KOKHOMY MTOKPOBY, COITPOBOSK/IAIOIINECST 3YI0M 1 00-
abto. [Ipu ocmotpe cocrosiane Tsxenoe. Co c0B marm-
eHTKH, BIiepBbie 3a60J1e/1a 2 Mec. Ha3ajl, Korjia Ha hote
OPBMU otmeTnna mosgBiieHNe HEMPUSATHBIX OITYIIIEHUH
BO PTY, KOHCYJIBTUPOBAHA CTOMATOJIOTOM, HA3HAUYEHO
CUMITTOMaTHYeCKOe JiedeHne. B TedeHne nocieryommx
2 Mec. COCTOsTHUE HEYKJIOHHO YXY/IIATOCh, PA3BUIIICH
MaCCUBHOE 3PO3UBHOE MOpPakeHue CAUZUCTON HOCa,
pTa, MOJIOBBIX OPTaHOB, CYOHEKTUBHOE 3aTPYIHEHIE
TJIOTaHWsI, BRIPpasKeHHast 00JTb U OOUIbHOE OT/IeIsie-
Moe IJ1a3, HapacTaHue caboCTh U OOIINX CUMIITOMOB.
[To MecTy sKuTEIBCTBA BBITIOJIHEHO UCCJIeI0OBaHIE HA
AT x necmorsennam 1-To u 3-TO TUTIOB, Pe3yJIbTAT OT-
pUIATETBHBIN.

Ha npoTsizkeHnn BCETO 3TOTO BPEMEHH C TIEJIBIO KY-
MMPOBaHIst GOJIE3HEHHBIX OILYIIEHU I CAMOCTOSITETLHO
npuHUMasa HOypoder B pa3indHbix qo3ax. Hammame
COTIYTCTBYIOIUX COMATUYIECKUX 3a00I€BaHi, TPe/I-
MIeCTBOBABIINX MMHM30/[0B BOBHUKHOBEHUS My3bIpeit
W/WIM 3PO3UI Ha KOXe W CAN3UCTHIX TaIlMeHTKa OT-
puIana.

[Ipu mepBUYHOM OCMOTPE OTMedanach cyoheOpuib-
Hag suxopasnka (37,4—37,6°C). IlaTonormaeckuii mpo-
1[ecc Ha KOKe PAaCTiPOCTPAHEHHbII, OCTPOBOCTIATUTE -
HBIN, CHMMETPHUYHBIH, C TOpaKeHNeM KOXHU U BCEX
BUIUMBIX cau3ucThix (BSA > 70%). Chirib 1pezcra-
JIeHA PA3JIMYHOTO Pa3Mepa MSATHUCTO-TIAITYJIe3HbIMHU
SIPKO TUTIEPEMUPOBAHHBIMY OKPYTJIBIMU 2JIEMEHTAMU C
IUAHOTUYHBIM KPaeM, pe3KuMU rparuiiamu. Ha kucrsix,
MpeATIeubdX, ToeHaX KpynHbie (10 3,0 cM B 1uame-
Tpe) IMMAHOTUYHBIE MTY3BIPU C TIIOTHON TTOKPBITITKOH,
CEPO3HO-TEMOPPArMYECKIM CO/IEPKIUMBIM, MECTAMU
CJIMBAIOIINECS B OOTMPHBIE TOBePXHOCTH. CHUMITOM
Hukombckoro orputiatenbubiii. [Ipu mabopatoproM
ob6ceroBarny Mapkepsl BUY-unbeximm, cndumca,
rematutoB B 1 C He 06HApYKEHbI, OTMEYAIICH HE3HA-
YuTeNbHBINA TPOMOOIINTO3 (451,0 X 10° /1), eiikoneHust
(3,6 x 10%/m), Beipaskennas mumornenns (0,3 X 109 /1),
OTHOCUTEJIbHBII MOHOIINTO3 (17,7%), OTHOCUTE/IHDIIT
ueirrpodunes (71,5%), COI 29 mm /4, TUTIOTIPOTENHE-
must (61 /), runoansoymutaemust (30 T/71), CHILKe-
HIUe YpOBHS NedeHouHbIX Tpancamunas (AJIT 4 ex/m,
ACT 12 en/n), noBbliieHre MPOTPOMOMHOBOTO Bpe-
menu (14,3 ¢) u ubpunorena (5,69 r/71), ypoBeHb
ouxomapkepoB (PIA, CA 19-9, CA 15-3, CA 125) B
npeziesiax pepepeHCHBIX 3HAYEHUT.

YauTbiBast aHaMHe3 [JTUTETBHOTO U OECKOHTPOILHO-
rO IpreMa HEeCTEPOUTHBIX TTPOTHUBOBOCTIAIUTETBHBIX
CPEZICTB, OTPHUIIATEIbHbIE Pe3y IbTaThl aHam3a Ha AT
necMmorsienHaM 1 1 3, a Takyke XapaKTepPHYIO KJINHNIYe-
CKYI0 KaPTUHY, TIPH TIOCTYTIJIEHN N YCTAHOBJIEH TUATrHO3
«MHOTO(OPMHAST IKCCYIATUBHASI IpUTEMA, OyILIe3HasT
dopma. Cungpom Ctusenca — [[xxoncona. biedapo-
KoHBIOHKTHBUT OU». Belia nunimuposana Tepanus
TTIOKOKOPTHKOCTEPOUZAMU (MeTUJIIPETHNU30I0H
80 mr/cyT), anTrbaKTepuaIbHast, IPOTUBOTPUOKOBASI
1 nH(pY3MOHHAS TepaIvs, MeCTHOe JiedeHue. B reuenme
MOCJIEIYIOIIUX 4 CYT COCTOsTHUE HOIBHOI MTPOIOJIKATIO
MPOTPECCUBHO YXYAIIATHCS: YICIIO ¥ PA3MEPHI ITy3bIpeit
1 903U 3HAYMTETHHO BO3POCIH, HA KOKE TYJTOBUINA
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COXPaHsIIACh OOMIIbHAS SIPKAST, MECTAMU CJINBHASI TISIT-
HUCTO-TAITyJI€3HAST ChIllb, 0OPA30BAIUCH OOIIUPHbIE
YUYACTKU CMOPIIUBAHUS TN IEPMUCA IT0 TUITY «MOKPOH
npocThiHm» (pHc. 22, 6), B 00J1aCTH €CTECTBEHHbIX CKJIa-
JIOK U JIaBJIEHVS] BO3HUKJIM KPYITHBIE MOKHYIITHE 9PO3UN
(puc. 2B), TOKATM30BAINCH YYACTKU OTCIOUBIIEHCS
KOXU ¢ (popMUPOBaHNeM CyxXux apo3uil. C y4eToM oT-
pUIATETBHON IMHAMUKE U (hOPMUPOBAHIST OOTITUPHBIX
Y4aCTKOB OTCJIOEHUS MUIEPMUCA COCTOSTHIE OOTBHO
pacIiieHeHO KaK pa3BuBatoiuiics cuaapom Jlattesnna, B
cB43u ¢ ueM oHa niepesesiena B OPUT, rie npoBoauau
BBICOKO/IO3HYIO TEPAITUIO TJIIOKOKOPTUKOCTEPOUIAMU
(MetunmpeHU3070H 10 1 T/CyT), nHGY3NOHHYIO, aH-
THOAKTEPHATBHYIO, IPOTUBOTPUOKOBYIO U TOCHHIPOM-
HYIO TE€PAIHIO.

BBuny nexapaxrtepnoro mug cunapoma Jlaiiesna
aHamHe3a 60J1e3HU (TIEPBUYHOE MTOPasKEHUE CAU3UCTON
060JI0UKY PTa, IUTUTETHHOE Pa3BUTHE MPOIecca ¢ Imo-

Puc. 2. Knunuueckuii cayyaii Ne 2.

a — IKMPONUOH 6eK, 6 — KONCA CRUHDL, CUMIIOM MOKPOIL
nPOCMbLHU, 6 — KONCA NOOMBIUEUHOL 001ACTU

Fig. 2. Clinical case no. 2.

a — ectropion eyelid, 6 — skin on the back, wet shit
symptom, 6 — skin of the axillar area

CTETIEHHBIM BOBJIEYEHUEM CJM3UCTBIX 000JI0UEK APY-
TOii JIOKAJIM3AIMU ¥ KOKH U T. [, ) BBIOJHEHA ONOTICHST
3I0POBOIT KOJKHU C UCCIIEI0BAHIEM OUOTITATa METOIOM
MPSAMON NMMYHOMJIIOOPECTICHITNH: BBISBIEHA YeTKas
quHeltHag pukcaug [gG B MEXKKIETOYHON CBI3BIBA-
tomieii cyocranimun (MCC) 6a3aibHOTO, HIMIIOBATOTO
U 3€PHHCTOTO CJIOEB AMUAEPMHUCA, A TAKKe (DUKCATIHS
C3-kommonenta kommiementa B MCC 6a3aabHOTO
CJIOST ATH/IEPMICA — TAKUM 0OPA30M IMOJYUIEHBI YeT-
K¥ie IMMYHOMOPGhOIOTHIeCKHEe TPU3HAKY BYIbTapHON
nyseipuyatku (puc. 3a, 6). Brocieacrsuum Boinoste-
Ha orenka koHnenTpanun AT k mecmornennam 1 u
3 (UMDA), nokasasiias 3HAaYUTEJTbHO TOBBIIIEHHBIN
ypoBetb AT k gecmornenny 3 (> 200 ex/mm). [locae
CTaOMIM3AINN COCTOSIHUS TMAIUEHTKU €€ JieueHue
OBLIO TTPOIOJIKEHO COTJIACHO AUATHO3Y <«BYJIbrapHast
My3bIPYATKA» B YCJIOBUSX IEPMATOBEHEPOJIOTHIECKOTO
OTJIeIEHNUS.

OGceyskaeHne pe3yibTaToR

TIOH kak kpaiitsisi crenenb TOGOYHON PEAKIUU CO
CTOPOHBI KOKU OOBIYHO HE MPECTABIISIET THATHOCTHU-
9eCKO CJIOKHOCTH: 3a00JI€BaHNE PA3BUBAETCS OCTPO,
€T0 BO3HUKHOBEHUIO TOYTH BCET/Ia ITPE/IIecTByeT PakT
MPUMEHEHWS TPUTTEPHOTO JIEKAaPCTBEHHOTO BEIeCTBA.
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Puc. 3. buonmam xaunuuecku unmaxmmou

KoJCU, Kpuocmammuie cpesvl. Memod npsmoi
ummynoguoopecuenyuu. Obpabomxa anmumenramu
xaacca G (Fab 2 ¢ppazmenm) npomus ummynoziodyiuna
yenosexa; 06pabomKa Anmumenamu nPomus
C3-xomnonenma xomniemenma (x400).

a — yemxas auneinas guxcauus IgG 6 mexnckiemounotl
craeusaroueti cyécmanyuu 6a3anpiozo, WUNOBAmMoz0

U 3epHUCMO20 croes snudepmuca, 6 — C3-xomnonenm
KOMNJIEMEHMA 8 MENCKAEeMOUHOL CKILeUBAIOULEL
cybcmanyuu 6a3anbrozo ClLos SNUOEPMUCA

Fug. 3. Biopsy specimen of non-lesional skin, cryostat sections. Direct
immunofluorescence method. The specimen is exposed with IgG (Fab’2

[ragment) against human immunoglobulin; the specimen is exposed with
antibodies against C3 complement fragment (x400).

a — linear fixation of IgG in intercellular space of stratum basale,
stratum spinosum and stratum granulosum, 6 — C3 component of
complement in intercellular space of stratum basale, stratum spinosum
and stratum granulosum

Baaronapsi pesyJibraTam, oJy4eHHBIM B pAMKax KPYII-
HOorOo MexxayHapomnHoro uccienoanug EUROscar, B
HaCToOsIIIee BpeMsI OTIpeieieH TiepevYeHb JeKapCTBeH-
HBIX CPe/CTB, BhI3biBaomux TOH, a camu mpemapatst
IPaIMPOBAHBI COTJIACHO PUCKY PA3BUTHS TOTO OIaC-
Horo coctosHud [13]. Knuanueckas kaptuna TOH

TUMIWYHA, XapaKTePU3yeTCs MAaCCUBHOU OTCJIOUKOM
AMUIEPMUCA, YTO B COBOKYITHOCTH C aHAMHECTHYECKH-
MU JIAHHBIMU B OOJIBITUHCTBE CJIYIaeB [eIaeT IUArHO3
OYEBU/THBIM.

OnHako M3 KaXXJIOTo NMPaBHJA MUMETCS MCKJIO-
YeHUS: TaK, B HACTOSIIENH CTaThe HAMU OIMCAH CIIY-
Yall TSKEJION BYJIBTAPHOU My3BIPUYATKY, KIUHUIECKU
CXOmHBIN ¢ TpuBbIYHBIME TpU3HaKaMu TOH. Hepenko
ByJIbrapHast My3bIpUaTKa AeOI0THPYET ¢ TOPaKEHUs
CJIMBUCTHIX 000J109eK 6€3 BUIMMOTO BOBICUEHST KOKH,
KOTOPasi MOKET OCTaBAThCSI MHTAKTHOM OBOJIBHO J10JI-
TO — JI0 HECKOJIBKUX MECSIIEB, OTHAKO BIIOCJIEICTBUN
6€3 MaTOrHOMOHUYHOTO JIEYEHUST ITPOIECC HEN3OEKHO
reHepanmayercs. Takasg OTCPOYEHHOCTh BO BPEMEHU
B 3HAYMTEJIBHOI Mepe 00ycioBIeHa GoJiee TPOYHbIM
MEKKJIETOUHBIM B3aUMO/IEVICTBIEM KEPATHHOIUTOB
KOXU TI0 CPAaBHEHUIO C TAKOBBIMU B3aUMOJICHCTBUS-
MU MEKIY SMUTENTUONUTAME CIU3UCTON 0O0JOUKH.
ITpu atom ayTo-AT, HarrpaBeHHBIE TTPOTUB aHTUTEHOB
MCC, ¢ukcupyioTcs B aniuepMuce ele /0 MosiBJIe-
HUST Ty3bIpeil ¥ MOTYT OBITh OOHAPY/KEHBI B MaTepPH-
aste 6uoricun. B mportecce IMarHOCTHYECKOTO MOUCKA
BpauM HEPEKO OTPAHUYMBAIOTCS BBITOJTHEHWEM ITH-
TOJIOTUYECKOTO MCCTEOBAHUS Ma3KOB-OTIIEYATKOB
CO CJIUBUCTBIX 060I0YEK HA HATUYME aKAHTOJUTHIE-
CKUX KJIETOK JIOO HCCIeI0BAaHUEM KPOBH TTAI[HEHTA
1t obHapyskeHuss AT npoTuB gecMoraernHos 1-ro u
3-ro Tunos. [Ipu aTom cymiecTByeT BEPOATHOCTH JIOK-
HOOTPHIIATETBHBIX PE3YIBTATOB, 0COOEHHO HA PAHHUX
craausax pazsutus 3aboseBanus [16]. B wactHocTH, B
pabote J. R. Stanley 1 M. Amagai riokasaHo, 4To pac-
XOK/IEHVIe MEK/TY BBISIBJIEHUEM B KDOBU ITUPKYJIUPYIO-
mux AT u obHapyskeHneM (PUKCHPOBAHHBIX B TKAHSIX
UMMYHOTJIO0YIHHOB cocTaBisieT 0K0J10 20%. Y Hateit
MAIUEeHTKA (KANHAYeCKnH corydait Ne 2) mpu mepBud-
HOM uccaenoBanuu kposu AT k mecmorsnenram 1 u 3
He BBISIBIEHO. ITO MOKET OBITH 0OBSICHEHO BBICOKOI
COPOIMOHHOMN CITOCOOHOCTHIO KOKU HEKOTOPBIX MH/IM-
ButyyMoB. [Tomo6HbIH 3((hEKT N3BeCTeH TPAHCILIAH-
TOJIOTaM, TIOCKOJIbKY BIIEPBbIe OBLIT OIMICAH y MalieH-
TOB C AJUTOTPAHCIIAHTATOM TIOYKH ¥ B TI€JIOM HEPETTKO
BCTPEYAETCS TIPU TIEPECcaiKe COMUAHBIX OPTaHOB. Tak,
KPYTIHbIE OPTaHbl, TAKWE KaK TIOYKW WJIHA CEPJIIIE, CTIO-
co6HbI a6COPOUPOBATH OUEHb 0OJIBIIOE KOJIMYECTBO
aatugonopckux AT [4, 11], mpakTH9ecKu MOTHOCTHIO
BBIBO/ISI X M3 KPOBOTOKA. OiHaKo KoHIeHTparust AT
B KPOBH CTPEMUTEJbHO BO3PACTAET MOCJE YIATeHUs
[1] nau cepresnoro moBpesxaenus [8, 20] Tpancmian-
tata. VIMEHHO MO3TOMY B TPAHCIJIAHTOJIOTHYECKON
MPaKTUKE BBHITIOJHEHUE OUONCUU C TTOCJEAYIONIIM
UMMYHOMOP(OJOTHUECKUM MCCIEJOBAHUEM OCTAETCS
30JIOTBIM CTAHIAPTOM MTOCTAHOBKH IUATrHO3a TYMOPaJIb-
Horo (AT-omocpenoBanHoro) OTTOpPXKEHUS. B cydae
C HAaIlell ManueHTKoN BhicoKast Koumentparust AT
necMoryienHy 3-1o Tuma Oblja BbIsIBIEHA TIPH TOBTOP-
HOM HCCJIEJIOBAHUN KPOBU YrKe IOCJIe TeHEPATU3aIuN
poIiecca 1 MACCUBHOTO TIOBPEK/IEHUS 3HAUUTETThHOM
YaCTU KOXKHU.

JIpyrum oObsiCHEHHEM JTaHHOTO (heHOMEHa MOKET
CIIY;KUTH TIPEATIONIOKEHE O TIEPBUYHON ayTOUMMYH-
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0COBEHHO KOT/[a KJIACCUYIECKIE MAPKEPBI My3bIPUaTKI
He BBISIBJISTIOTCST MJTH ¢J1a00 BBIPAKEHBI (OTPUIATED-
HBIH cuMniToM HUKoJIbCKOTO, OTCYTCTBHE aKaHTOJIUTH-
YeCKUX KJIeTOK B Ma3Kax-0TIeYaTKaX, OTPUIIATETbHBIN
aHaJn3 KpoBU Ha flecMoryennoBbie AT), BoImosiHeHMEe
OUOTICUU KOJKH € TTOCTIELYIONIM HMMYHOMOPGhOIIOTH-
YECKUM MCCJIEIOBAHUEM CIYKUT HAMOOIee HAZIEKHBIM
1 3O (HEKTUBHBIM METOIOM TUATHOCTUK.

HOW aTake Ha MuHOpHBbIE AT, Takue Kak IJIaKOrIo0uH,
TIEPUTLITAKYH, TTeM(MAKCUH U [IP., y4acTe KOTOPBIX B Ma-
TOTeHe3€e BYJIbIapHOM IMTy3bIPUaTKU MPOIEMOHCTPUPOBA-
HO TIeTBIM PsAZioM aBTopoB [3, 9, 15], ¢ mocmexyommum
(BTOPUYHBIM ) BOBJIEYEHHEM B TTATOJIOTUUECKUH TTPOIIece
OCHOBHBIX Al'-MuIreneit 1ecMOCOMaTbHOTO KOMILJIEKCA.

Takum 06pa3oM, B CIIOPHBIX CJyYassX IPHU TOA03Pe-
HUUW Ha HaJIMYUE Y ITallUE€HTa Ay TOMMMYHHOT'O TIpO1ecca,

Kondaukt uarepecoB. ABTOPbI 3as1BJAAIOT 06 OTCYTCTBUU Y HUX KOH(DJIUKTa NHTEPECOB.
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