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TAMENDIE
/NEKAPCTBEHHbIE
KOMHbIE
PEAKLIUU




TAXEJIbIE NEKAPCTBEHHbIE KOXHbIE PEAKLUW
(Severe Cutaneous Adverse Reactions, SCARs)

[pynna HenpeacKasyemblX XXU3HEeYrpoXKatowmx CUHAPOMOB,
0byCN0B/IEHHbIX MPUEMOM JIEKAPCTBEHHbIX NPENapaToB U
XapPaKTEPU3YIOLLUXCA MOParKeEHUEM KON N CIN3NCTbIX 0O0N0YEK,

d TadkXe BO3MOXHbIM BOBJ/1eHeHUNemM BHYTPEeHHNX OPraHoOB.

e OCTpPbI reHepann30BaHHbIN 3K3aHTEMATO3HbIN NYCTY/1e3
(acute generalized exanthematous pustulosis, AGEP)

e J/lekapCTBEHHAA peakumna ¢ 303MHOPUANEN U CUCTEMHBIMMN CUMNTOMAMMU
(drug reaction with eosinophilia and systemic symptoms, DRESS)

e CuHapom CtmuBeHca-IKOHCOHA/TOKCMYECKNIA aNMAEePMasibHbIA HEKPOTN3

(SSD/TEN)

e PacnpocTtpaHeHHasa bynnesHana GUKCUPOBaAHHAA IPUTEMA
(generalized bullous fixed drug eruptions, GBFDE)
e * «bonbwasa» popma MHOroPoOPMHOMN 3KCCYAATUBHOMU 3pUTEMDI
(erythema multiforme major)
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NMpumepsbl peakLnii

TybepkynnHoBaa peakums,
annepruvyecknin LepmaTuT
(BmecTe c 1Vc)

303UHOGMANEN K
CUCTEMHbBIMW NPOABAEHUAMM
(DRESS-cuHApom)

TOKCUKOAEPMMA,
bUKCMpOBaHHanA apuTEMa,
annNepru4eckmin AepmMaTmT

reHepanM30BaHHbIN
SK3aHTEeMaTO3HbIi NycTynes
(AGEP), 6onesHb bexueta

Taxenble f1eKapCTBEHHblIe KOXHble
peakuumn (SCAR) — peakuyumu
runepyyscreutenbHoctu IV Tuna.

Peakuuun runepyysctemtesibHOCTU IV
TMNAa AeNnAT Ha YeTbipe noaTmna

B 3aBMCMMOCTM OT:

— npeobnagatolWlero UMUTOKMHOBOIO
npodpunsa

— OCHOBHbIX 3P PEKTOPHDbIX K/IETOK,
Y4aCTBYHOLMX B PA3BUTUMU
BOCMaJIEHNA U NOBPEXKAEHUMN
TKaHen:

IVa — mOoHOUUTDI

IVb — 303nHOGUAbI

IVc — ynutoTOKCHMYeckue T-
ammoounTbl

IVd — HenTpoPubl 2



OCTPbIU
TEHEPATU3OBAHHbDIU
3K3AHTEMATO3HbIU
NYCTYNE3



NMMAEMNONOINA

e OCTpbI¥ reHepazIn30BaHHbIN 3K3aHTEMATO3HbIU nyctyaes3 (OMN)
— OCTpan TAXeNaa KoXKHas peakuus, XxapakTepusyoLaaca
PAcnNpPoOCTPaAHEHHbIM BbICbIMaHMEM CYOKOPHEaNbHbIX CTEPUNBbHbIX
NycTyN Ha GOHE OTEYHOM SPUTEMbI, TNXOPAAKON N HENTPOPUINEN

* [unarHoctupytot peako — 1-5 caydaes : 1 000 000

* NIcTUHHaAa 3aboneBaemMoCTb HEU3BEeCTHa, TaK Kak Yyacto O30
OWMOOYHO NPUHUMAIOT 33 FrEHEPANMN30BaAHHbIN MYCTY/1€3HbIN
ncopuas

1968 r. — Baker H. n Ryan T. npegnonoxunnu, 4yto O3l — camocTtoAaTe/IbHasA HO30/10TUA,
HEe MMeloL,asa OTHOLWEHWNA K ncopuasy

1980 r. — Beylot C. n coaBT. npeanoXuam tepmumH «acute generalized exanthematous
pustulosis» (AGEP)

e eHWwmHblI boneroT Yalle Mmy*K4unH (68-78% cny4yaes)
e CpeaHuin Bo3pact naumeHTos — 40-60 neT, XoTA BCTPEYaeTCcA U y AeTen



ITUONOINA

90% cny4yaeB CBA3aHbl C NPUEMOM JIEKAPCTBEHHbIX NpenaparTos:
— aMUHONEHUUUANNHDBI (AMNULUUATNH, aMOKCULUINNH)

— MaKpoAuabl

— uedanocnopuHbl (LepaneKkcnH, uedoTakcmm)

— TEeTPALUKAUHDI

— PTOPXNHONOHDI (LMnpodaoKcaLUH)

— cynbdaHnnammabl N cynb@POHbI

— ITMAPOKCUXNOPOXMH (N1aKkBeHUN)

— aHTUMUKOTUKUN: TepOUHAPUH, a30nbl (KETOKOHa30A, GayKoHa30.), rpuszeodyibBUH
— 610KaTopbl KanbLMeEBbIX KaHANoB (AnnTnasem)

— NPOTUBOCYAOPOXHbIE: KapbamazennH, peHNTONH

— napaueTamon u ap.

UHdekunn (napsosupyc B19, Chlamydia pneumoniae, E. coli, Bupyc InwtenHa-bapp,
LLUTOMEranoBUpPYC, SHTEPOBUPYCbI, aAEHOBUPYCbI, BUPYC renatmuta B, Bupyc Kokcakn B4)
N NHBA3UM (3XMHOKOKKO3)

Apyrue npruumnHbl: PTYTHAA MHTOKCUKALMA, pacTuTenbHble npenapatbl (Ginkgo biloba),
VYKYCbl MAayKOB



Subcorneal pustules

MATOIEHE3

* [MNep4yBCTBUTE/IbHOCTb
3amegneHHoro tmna (1\Vd)
C Y4aCTUEM LIUTOTOKCUYECKNX
T-numooumntos (T-Knnnepos,
CD8+) n HenTpodpumnos
(HenmTpodunbHoe
BOCMNasieHue)

* iImeeTcAa reHeTU4YecCKad npeapacnoioKeHHOCTb




A. AkTuBayua u nponudepauyma ———
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cybKOopHeanbHbIX BE3UKY/ B CTEPUIbHBIE NYCTYbI
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® [paHynusuH

CXCL8 3
IL-1, IL-5, IL-17, IL-36, - 2
GM- CSF, TNF-a, IFN-y ¢
1\ TyuyHan Knetka

[eHapuTUyeckas KneTka E

F Bbl5p0C UUTOKMHOB U XEMOKHMHOB KNeTKamMmu
HMMYHHOﬁ CUCTEeMbl U KepaTUHOUUTaMH




KIANHUYECKUE MNMPOABNEHUA

BHe3anHoe Hayano: yepes 1-3 Hea,. (B cpeaHem 5-10 aHen)
nocae Hayasa nepBoro npuema npenaparta, yepes 2-3 AHA —
Npu MOBTOPHOM Npueme

[MoparkeHne KoM HauMHaeTca C OTEYHOMN 3PUTEMDI
B UHTEPTPUTMHO3HbIX Y4acTKax (MoAMbILLEYHbIX, NaX0oBblX,
cybmammapHbIX CKNaaKax), Ha nue, wee

BbicbinaHMs ObICTPO PACNPOCTPAHAIOTCA Ha KOXY Ty/10BMWaA
N KOHEeYHoCTel

Ha sputemaTto3HOM PpOHe NOABAAIOTCA NYCTYAbI:
— cybKopHeanbHble, MHTPAKOPHEANbHbIE
— HedbONNUKYNAPHbIE
— MHOX€ECTBEHHbIe (COTHU 3N1EMEHTOB)
— menkue (<5 mm)
— CKJIOHHbIE K C/IMAHUIO
3yA, KKeHune
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KIANHUYECKUE MPOABNTIEHUA

[MopaxeHue cam3nctbix obonouek (17-25% cn.): yawe
ryb n wek, obwmpHoe nopaxKeHne CAM3NCTbIX —
HebnaronpUATHbLIN NPU3HAK

JlnxopaakKa (= 38°C), o3H0b6
YBenunyenune numooysnos (33% cn.)
BucuepanbHble nopaxkenuma (17% cn.):
— renatomeranusa, ™ ANT, ACT, WW®, MTTM
— noyekK (HedppuT ¢ > KpeaTMHNHA)
— AblXaTeNbHOU cucTembl (ABYCTOPOHHMUIN NAEBPUT, TMNOKCHUA)

[MporHo3 6n1aronpuATHLIN, NPOABAEHMA CAMONPONU3BOIbHO KYNUPYHOTCA
yepes 4-15 gHen nocne OTMEHbI NpenapaTta, OCTAeTCA WenylweHue B BUAeE
«BOPOTHUYKA» Mo nepmdpepmmn o4aros

JletanbHocTb — 4-5% (nonnopraHHoe nopakenune, [1IBC-cuHapom)



(]
JlapoHu n nogowsbl NoparkatoTca B 25% cnyyaes







ANATHOCTUKA

KnnHnyecKkasa KapTuUHa
HeiTtpodunua (> 7,0x10°/n), ymepeHHasa so3mHodpuaua (30% cn.)
I CPB (accoumnaums noparkeHnem BHYTPEHHUX OPraHoB

NMatomopdonorusa:

— cybKopHeasibHble, UHTPAKOPHEA/IbHbIE NYCTY bl

— CMOHIMO3 — MEeJIKME NONOCTU, 3aN0/IHEHHbIE
HenTpodpunamm (nat. spongia — rybka)

— $hOKaIbHbIN anonNTo3 KEPATUHOLUTOB
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NEYEHUE

e OTMeHa npuema Bbi3BaBLLero 3abonesaHue
NNeKapCTBEHHOro npenapara

* CuctemHble 'KC B TAXKenblx cayyaax — cpeaHume
N BbICOKME A03bl (?)

e LlnknocnopwuH (?)
° AHTUTMCTaMMWHHbIE NpenapaTsbl (3y4)

* HapyKHO: BNaXXHO-BbICbIXatoLMe NOBA3KK
C aHTUcenTUKamm (npodunnakTnka bakTtepruanbHOM
nHdekumnmn), Tonndeckme NKC



NEKAPCTBEHHASA PEAKUMA
C 503UHODPUITUEN

U CUCTEMHbIMU

CUMNTOMAMM




e 1938 r. — H. Merrit n T. Putham onucanu taxkenyto
3KCPONNATUBHYIO BOCMANNUTE/IbHYIO PEAKLMIO KOXKM
C INXOPaAKOU U 303UHOPUNANEN NPU SIeYEHUN
anunencumn peHmntonHom (anticonvulsant
hypersensitivity syndrome, AHS) - «DiHS (DHS)-
CUHAPOM

* 1996 r. — H. Bocquet 1 coaBT. npeanoXunm tepmunH «DRESS-cmHapom»

D — Drug
R — Reaction with D - Ddrug-d
E nd — I—Induce

S — Systemic H ~Hypersensitivity
S — Symptoms

S — Syndrome



NMNMAEMNONOTINA

[laHHble 0 3a60/1eBaeMOCTN BapPbUPYIOT, €XXEeroaHo
pernctpupytot 1,2-10 cayyaes : 1 000 000

Mpu npneme peHntomnHa — ot 1:1000 go 1:10000;
KapbamasenunHa — 1:3000

BepoATHa runoanarHocTnKka (CMMNTOMOKOMIMAEKC CXOAEeH

C NPOABNEHUAMUN MHPEKLMOHHOIO 3aboneBaHunaA, Te4eHme
OT/INYAETCA OT XapPaKTEPHOTro ANA IEKAPCTBEHHOM
rMNepYyBCTBUTE/IBHOCTH)

CpeaHunin Bo3pacTt 6onbHbiX —40-55 net, amwb 7% monoxke 20 net
*KeHwWwmHbl 6onetoT Yalle (COOTHOLLEHME MYXKUYNHbI/3KEeHLLUHbI =
0,5-0,8)

JINYHBIN U CEMENHDBIN aHAaMHEe3 B OTHOLLEHUM aTONNN UNN
NNEKAapPCTBEHHOM HENEPEHOCUMOCTU HE OTArOoLLLEH

NletanbHocTb 10-20%



3TUOJIOINuUA

[prMem NeKapcTBEHHbIX NPenapaTos:

NPOTUBOCYAOPOXKHbIX (KapbamasenuH, 1aMOTPULKUH,
dbeHUTonH, peHobapbutan, rabaneHTmH)
nportusonogarpuyeckux (annonypuHon, pebykcocrar)

cynbdonpenapaTos (KO-TPMMOKCa30/, cynbdacanasunH, pypocemna, AANCOH)
aHTUOBUNOTUKOB (aMOKCULUMNNWH, aMAULUWUANNH, a3UTPOMULNH, NeBODJOKCALUH,
MUHOLUMUKANH, AOKCULMNKANH, BAHKOMULNH)

NPOTUBOTYBEpKynesHbIX (3TambyTon, n3oHnasuna, pudamnuumH, CTPENTOMULMH)
aHTUPETPOBUPYCHDbIX (abaKkaBUp, HEBUPATUNH)

HMBC (anknodeHak, HanpokceH, nbynpodeH)

uHrMburopos AMN® (kantonpwun, sHananpun)

Apyrmx (MeKcuneTuH, puBapoKcabaH, omenpas3on, aTeHON0N) U Ap.

Y 601bHbIX HEPEAKO OTMEYaT HEOOBACHMMO LLUMPOKYIO NEPEKPECTHYIO
HenepeHocnmocTb J1C ¢ pasnNYHON XMMMNYECKOU CTPYKTYPOU
B 10-20% cny4aeB yCTaHOBUTb MPUYNHHO-3HAYMMbIW NpenapaT He yaaeTca



OCOBEHHOCTWU DRESS-CMHAPOMA

1. JnntenbHblM NaTEHTHLIA NEPMOA MeX Ay NPUEMOM
npenaparta U NoABNEHNEM CUMNTOMOB (OT 2 Heae b
no 3 mecsues, B cpeaHem — 1-1,5 mecaua)

2. OTcyTCcTBUE CBA3M C KOHUEHTPaUMen NnpUYNHHO-
3HAYMMOro npenapaTa B KpoBu — Yyepes 3-4 AHA

nocne otmeHbl JIC cMMATOMbI MOTYT NapagoKcaabHO
HapacTaTb

3. locne oTmeHbl NpenapaTta 3aboneBaHne npoTeKaeT
C pemuccnamm n oboctpeHmnamm B cpeaHem 6-9
Hepenb (MHOraa — Ao 12 mec.)



Erythematous macules and papules

MATOIEHES

* [MNep4YyBCTBUTENbHOCTb
3amepgneHHoro tuna (I\Vb)
c ydactmem Th2-numeountos
N 503UHOPUIOB

— * DRESS-cnHapom — nekapcTtBeHHO-UHAYLUMPOBAHHAA
MMMYHHaA peakuua, KoTopada B opraHm3me
npeapacnosioKEHHbIX NALUEHTOB NPMUBOAUT K KACKaaHOM
peakTmnBauuu repnecsupycos (HHV-6, EBV, HHV-7, CMV,
VZV) n npoTUBOBUPYCHOMY MMMYHHOMY OTBETY

C NoBpexaeHuem TKaHeun

* iImeeTcA reHeTUYeCcKas nNpeapacnonoKeHHOCTb

23



Mpuem nekapcTBeHHOro npenapara

2

HapyweHue metabonusma J/1C, HakonneHue
€ro NPOMEe)KYTOUHbIX MPOAYKTOB

¥

Pacno3HaBaHue JIC (ranTeHOB) aHTUreH-NPe3eHTUPYIOLWMUMU
Knetkamum (c yyactuem npoaykros reHos HLA),
npeacrasneHue Ux HamsHbiMm T-aumdpoumtam

.' CeHcMbUNN3NPOBAHHbIN
NcC
T-numdouunr

CeHcubunusauma u aKkTMBauua 7
® &
CD4+ T-numdpouutos u
3 \ N Q
PeakTuBaLuA NaTEHTHbIX repnecBUpycos, (a)
BocnanurenbHasn peakuyua,
nepcucTupyowmx B T-rmmepouuntax, MoHoUuUTax, makpodarax 06ycnoBNEHHasR
,‘ NC unm ux metabonutobl rmnepyyBcTBUTeNbHOCTbIO K JIC
AKTMBaUMA UUTOTOKCUYEecKUX CD8+ T-numdouuntos Y 4
NPOTUB BUPYCHbIX aHTUreHOB ¥ P52 (e) .

3 (d)

Bbl6pOC LUTOKMHOB (€ LUTOKUHOBbBIN LUTOPMY)

¥

NMopaep)KaHue BocnasneHuUnA
nocne ormeHbl J1€

LIUTOKMHDI . ..
L] ..
] ...
L] ...

[ ]

BocnanutenbHas peakuums,
PeaKTuBauua repnecsmpycos obycnosneHHan
MMMYHHbIM OTBETOM Ha BMPYCbl

oo



KANHUYECKUE MNMPOABNEHUA

Jlnxopagka >38,0 °C (90-100% cn.) — 3a HECKONIbKO AHEeNn Ao
NoABJIEHUNA CbINU, NOABEMbI TEMMEpPaTypPbl NPOAO/IKAOTCA
HEeCKO/IbKO HeaeNlb, HECMOTPA Ha OTMEHY npenapaTa

Bbicbinanua (75-100% cn.) :

— MATHUCTO-NanynesHble (KopenoaobHble) AN CANBHbBIE S3PUTEMATO3HbIE
(y 20-30% 601bHbIX BO3MOKHO Pa3BUTME 3PUTPOAEPMUN)

- 3yaauiue

- wenywawmeca (Ha cTagum paspeLlieHmnsn)

— BO3MOXKHO NOABJMIEHNE MULLIEHEBUAHbBIX, YPTUKAPHbIX, BE3UKY/I€3HbIX, MYCTYAE3HbIX,
Nypnypo3HbIX, bynne3HbIX BbiCbiNaHUM

JIoKanusaumna BbICbIMAaHUW: CHa4as1a NOABAAIOTCA HA nmue, BerHeVI NnoanoBUHE Ty/Z10BULLA
N BEPXHUX KOHEYHOCTAX, 3daTEM — HA HNXKHUNX KOHEYHOCTAX

XapaKtepeH anddy3Hbin oTek nnua (76%), ocobeHHo nepnopbutanbHom obnactu (25%) —
NoKa3aTe b TAXEeCTM NpoLecca, OTEK FreHUTA/IMN N KOHEYHOCTEN

> 50% cn. — nopaxeHne cnm3ncTtomn obonoyku pTa, rybd
YacTo — ABYCTOPOHHEE YBE/IMYEHME C/IFOHHbIX Kee3 — KaKk Npu aNnaeMUYecKom napotuTe
(peakTmMBauUKUA BUPYCa?), BbIpaxKeEHHaA KCEPOCTOMUA, NpUBOAALLAA K Aucharmm





















KANHUYECKUE NPOABJIEHUA

° PaHHUM cumnTOom — yBennyeHune numeoysnos (54-75% cn.)
— bonee 2 cm B gnameTpe
— 60ne3HEHHbI
— BOBJIeYEHME MUHMMYM 2 Tpynn IMM$OY3N0B
— 0C0beHHO YacTo — LWerHble, NoAMbILLEeYHbIe N MaxoBble
— NOCTeNeHHO YMEHbLLUAKTCA Noc/ie OTMEHbl npenaparTa

* iI3ameHeHunAa B remorpamme:

— neunkouutos 6onee 11 x 10%n

— Hanunume bonee 5% aTtMnUUHbIX AMMPOUUNTOB (KaK Npu
NMHPEKUMNOHHOM MOHOHYKNeo3e) (y 27-81% 6onbHbIX) —
npemmyuLectBeHHO akTusmpoBaHHble CD8+ T-
NMMPOUUTDI

— 303unHOodUNUna 6onee 10% (y 52-95% 601bHbIX) —
accoummpoBaHa ¢ GOpPMMNPOBAHUEM 303UHOPU/IbHbBIX
MHPUNBTPATOB BO BHYTPEHHUX OpraHax

- TpombouutoneHmna —y 25% 60nbHbIX




(. Jlnxopapgka
KNTUHUYECKUE NPOABNEHUA dilel

| BbicbinaHUA Ha KoXe

OTKNOHEeHus B remorpamme

.~ MNopaxkeHne BHYTPEHHMX OPraHoB

~

J

A .

JlateHTHbIN Nnepuop,

(3-12 Hep,) KackapgHas peaktusauua repnecsmpycos
HHV-6 EBV H V cmv vzv
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BUCLUEPAJIbHbIE NOPAXEHUA

e T[enatut (50-80% cn.) —yalle 6e3KenTyLHbIN,
c renatocnaeHomeranmven, TANT (> 100 Ea/n), ACT,
bunnpybuHa, LL®P; Ha Buoncmm — MacCUBHbIN
BOCMNanNTENbHbIN AMMPOLMNTAPHO-303UMHODUNBbHbIN
MHPUNBTPAT, renaToHEeKpo3

* [lopaxeHue noyek (11-40%) — HTEPCTULMANBbHBIN HEPPUT, OCTPAA
noyeyHan HeJ0OCTaTOYHOCTb C NpoTeUHYypuen, rematypumen, P KpeaTMHUHa,

P MoyeBUHbI, |, KNybouKkoBoi dpunabTpaumm (4acto — npu npueme
annonypuHona)

* [loparkeHue nerkmx (2,6-10%) — ocTpbit UHTEPCTULMANBHbIN
303MHOMUNbHBIN NTHEBMOHUT, nnespuTt, OPIC — nporpeccmpytowmin Kallenb,
oAbllKa, HeoAHOpPoAHasA o4yaroBasa MHPUAbTPALMA Ha peHTreHorpamme/KT,
303MHODUNNSA KUAKOCTUN BPOHX0aNbBEOAAPHOro NaBaXa (4acTo — npu
npueme MMHOLMKAMHA, abaKaBupa)



BUCLLEPAJIbHbIE MOPAXEHWA (2)

Npyrue nopaxkeHma KT (8%) — konuT,
raCTPO3HTEPUT, MAHKPEATUT C AMApPEEN, BblPaXKEHHbIE
3NEeKTPO/IUTHbIE HAPYLUEHMUA, XKENYAOHYHO-KULLIEYHOE
KPpOBOTEYEHME

MwuokapauT (4-27%) (4acTo — Nnpu Nnpueme amnuuuaiInHa) — 60ab B rpyaHOM
KNeTKe, oAblllKa, TaxMKapamsa, apuTmMuna, rMNOTOHUA, IeBOXKe/ly404YKOBas
HeAoCTaTOYHOCTb, Hecneundpunyeckmne nameHeHuna cermendTa ST n 3ybua T Ha
KT, 1 TponoHunHa, TKOK, Rg: Kapanomeranmna; MoxKeT pa3BnBaTbCA CNYCTA
Heaenn u mecaupl (0o 4 mec.) nocne paspeLlleHms oCcTalbHbIX CUMITOMOB

M HopManunsaunm nabopaTopHbIX NOKa3aTenew

MopaxeHue HC (3Huedannt, MEHUHIUT) — ronoBHaA 60ab, cyaoporu
napasnym YepenHbIX HEPBOB, ABUraTe/IbHble HAPYLUEHMUA

Mwuanrusa, aptput (20%)



OUATHOCTUKA

* KAMHWUYECKMIN aHa/IN3 KPOBMU
e O6bWwKMiM aHaNN3 MOYM, CyTOYHaA noTepa benkKa

* buoxmmmnyeckoe nccneposaHue Kposu: AJ1T, ACT,
bunmnpybun, NMTMN, LU, KpeatnHmnH, KOK, AT,
rNI0OKO3a, 06LWwmm 6enok un benkosblie ppakummn, C-Pb,
deppuTtnH, Tpurnnuepuabl, Na, K, Ca, napaTtropmoH,
Koarynorpamma, 1mMnasa

° AHTUHYKNEeapHbIX haKTop
 [ToceB KPOBM Ha CTEPUBHOCTb
e KonnyecteeHHasa MNMUP Ha HHV-6, -7, EBV and CMV

e [laTomopdonornyeckme nameHeHma HecneundmYyHbl



NEYEHUE

e OTMEHa NPUYNHHO-3HAYMMOrO NpenapaTa

* [lpyn nerkom Te4yeHUn: aHTUTMCTaMUHHbIE NpenapaTsl,
Tonnyeckne NKC, amoneHTbl

* [1pu BUcCUepanbHbiX NopaxKeHuax: cuctemuble 'KC — npeaHmnsonoH ao 1-1,5
mr/Kr/cyT (B cpegHem 40-60 mr/cyT) ¢ mea/ieHHbIM CHUMEHUEM A03bl.
JnntenbHocTb Tepanun — 2-6 mec. Mpun 6bicTpon otmeHe NKC BO3MOKeH
peunaus BCleAcCTBME Pa3BUTUA BOCNANNUTE/IbHOTO CUHAPOMA BOCCTaHOBEHUA
MMMYHHOW CUCTEMDbI

* [lpu HeadPpeKTUBHOCTU NepopanbHbiX FKC uaum yrpoxKarowmx XUsHu
OC/ZI0OXKHEeHUAX:

nyabc-Tepanua metuanpegHusosnoHom (30 mr/Kr 8/B B TeueHune 3 gHel)
MMMYHOZEenpeccaHTbl (LMKNOCNOPUH, a3aTUONPUH, MUKOdeHOoNaTa
modeTnn)

B/B ummyHornobynmH (BBUI) 2 r/kr/cyt 5 gHe (B couetaHmu c MKC)
nnasmadepes (B Tom yncsie B KombmHaumm c BBUT)



NMUAEPMOIUTUYECKUE
ANNIEPTUYECKUE
PEAKLIUU



INMMNAEPMOTUTUHECKUE
ANNEPTUHECKUE PEAKUUA

ANUAEepPMOIn3 — yTpaTa CBA3N MeXKAY 3NNAePMMNCOM
n gepmoun B obnactn 6azanbHOM membpaHbl BCaeacTBue
NnoBpeXAeHUA KOHTAKTOB B N0O/1y4eCMOCOMax, NpmMBoasLLas
K 0bpa3oBaHUIo cybannaepmanbHOM NOMOCTU

JAP — pegKo BCTpeyatouimeca ocTpble XXU3Heyrporxatouimne

NOPaXKeHMA KOXU U CIN3UCTbIX 0D0N0YEK, MHAYLMUPYEMbDIE

npenmyLLecTBeHHO NPUeMOM NIeKapPCTBEHHbIX NpenapaToB
n/Mnn nHbekumnamm



CUMHAPOM CTUBEHCA-OAKOHCOHA

OnwucaH B 1922 r. y ABYX
Aeten Kak
PaCcnpoCcTpaHEeHHasn Cblinb,
CONPOBOXAaBLUAACA
NPOAONHKNTENBHOM
INXOPAJKON, TAXKESIbIM
CTOMATUTOM U THOUHbIM
KOHBIOHKTUBUTOM

Stevens, Albert Mason (1884-1945) — Johnson, Frank Chambliss (1894-1934) —
aMePUKaAHCKUIN XUpypr aMepUKaHCKUI negmnatp 40



CUHAPOM NAUENNA

A. Navenn B 1956 r. onucan 4 nauneHToB
C «BbICbIMAHUAMMU, KIMHUYECKU N NO
OLLlYLLEHNAM MaLUeHTOB OYEHb
HAaNOMMWHABLLUUMM OXKOT KOKU» U
npeanoxKuna TEPMUH KTOKCUYECKUM
3NMAepPMasbHbIK HEKPOAN3»

Lyell, Alan (1917-2007) —

LOTNAHACKUIA AepMaTosior
41




* B TeyeHMe AONrOro BpEMEHU CMHAPOM
CtuseHca-[I}KOHCOHA pacueHUBANN KaK KpanHe
TAMENbIN BAPUAHT MHOTOPOPMHOMN 3PUTEMBI,
BNepBble onncaHHoun F. Hebra B 1866 r.

* TOKCUYECKNIN anNnaepManbHbI HEKPOAN3 ANUTENBHO
PAaCCMATPUBA/IN KaK TaxKenenwyr ¢opmy meamKameHTO3HOMU
TOKCUKOAEPMUU

* B HacToAWwee Bpema cnHapom CTnBeHca-[KOHCOHA M TOKCUYECKUM
aNuaepmanbHbii HEKPoaU3 (cuHapom Slanenna) paccmaTpuBatoT
KaK pa3Hble Mo TAXXeCTU TeYeHUA KANHNYECKNne BapUaHTbI
eANHOro NaTto/IorM4ecKoro npouecca — CaMoCTOATE/IbHOMU
HO30/10TUM



INMNAEPMOTNTUYHECKUE
ANNNEPTUYECKUE PEAKLUU

B 3aBMCUMMOCTM OT NaoWaam annaepmonm3a
BblAENAIOT:

1. CuHpgpom CtuseHca-AxoHcoHa (CCA) — meHee

10% noBepxXHOCTU KOXKWU/CMN3NCTON 06010UKHM
[L51.1]

2. ToKcuuecKuin anuaepmanbHbiv HekKponus (TIH),
nnamn cuHapom Jlamenna — 6onee 30%
NOBEPXHOCTU KOXK/cansmctomnm ob6onoukm [L51.2]

3. Overlap CCA/T3H (npomexyTouHaa ¢dopma) —
nopaxkeHne 10-30% nosepxHOCTH
KOXU/cNm3ncTom o60104KM




INMMOAEMNONOINA

* Yactota CC4 —1,2-6,0 cnyyaa : 1 000000,

T9H —-0,4-1,2 cnyyaa : 1 000000 HaceneHunA
CBeaeHMA 0 reHAepPHbIX Pa3InymnAax 3abosieBaemocTu
NPOTUBOPEUMBDI

CCA/T3H BcTpeyvatoTca BO BCeX BO3pPaCTHbIX rpynnax, Yatle y nunu, 20-40 net n KpaiHe
peaKo B nepsble 3 roaa XU3HM pebeHKa

Ce30HHOCTb — NPENMYLLECTBEHHO 3UMOW N OCEHbIO

pynnbl pUckKa:

INLA C HU3KOW aKTUBHOCTbIO neyeHo4YHoW N-aueTtuntpaHcpepasbl — «MeasieHHbIE
aLueTUNATOPbI»

Mua ¢ ummyHocynpeccuen (BUY-nHounuympoBaHHbie — puck nosbiweH B 1000 pas,
OHKoboNbHble, Nnua ¢ Anddy3HbIMKU 3aboneBaHUAMM COEANHUTENBHOM TKAHMU)
nosy4yatouine oAHOBPEMEHHO NYYEBYIO TEPANUIO U NPOTUBOCYAO0POKHbIE NpenapaTsl
(yawe Bcero Nnpm onNyxosisix ro10OBHOrO MO3ra)

Yy a3MaTCKMUX HapoaoB (KnTanupbl, Tanubl, manasunubli) reHbl HLA B1502 n HLA B5801
accoummpoBaHbl ¢ CCA/TIH Ha peHnTOMH/KapbamasenuH, a y esponeiues HLA B5801
cesizaH ¢ CCA/TOH Ha annonypuHon .



ITUONOINA

* Mpuem nekapcrBeHHbIX npenapatos (80-85% cn. TIOH
n 50% cn. CAC)

° BakyuHauua (BaKkUMHbI NPOTUB KOPU, KPACHYXMN,
3NMAEMNYECKOro NapoTUTa, renatuta B, gndrepun,

CTONOHAKA, NOAMOMMENnNTa, rpnnna)

* UHdekuunn: supycHeie (BIl, BB3, B3, LIMB, rpunna, KoKcaku, napBoBMpYyC
B19, Kopu, annaemmnyeckoro napoTuTa, aAeHOBUPYCbl 1 Ap.),
6akmepuansHbie pecnupamopHseie (Mycoplasma pneumoniae, Chlamydia
psittaci, Mycobacterium tuberculosis) v KuweYHbie (canbMOHeNNes,
NepcnHmos), 2pubkosvie (Pneumocystis jirovecii, Histoplasma capsulatum,
nepmatopuThbi)

 Uanonatnueckmnin CC/TIH — 25-50% cnyyaes

Cpeau TpUrrepHbix GaKTopoB Yy B3POC/AbIX NALMEHTOB OCHOBHYIO POJib
nUrpaeT NpUem JIeKapCcTBEHHbIX NPenapaTos, Y AeTer — UHbeKU UM



NEKAPCTBEHHDbIE NMPENMAPATDI,
ACCOUMUNPOBAHHDIE C CCA/T3H

bonee 100 npenapaToBs, Yalle — cpeacTBa
C A InTe/IbHbIM Nepmnoaom NoNyBbiBeAeHUA

° AHTUNOAATPUYECKUIN: aN/TIONYPUHON

* AHTMDOaKTepmanbHble: cyabdaHNNAMUAbI, NEHULUANNHDI, LedanoCrnopuHbl,
GTOPXMHONOHbI, MAaKPONAbI

* [[poTnBO3aNUANenTnYecKkue: kapbamasenuH, peHUTonH, peHobapbuTtan,
NaMOTPUAXKUH

e HMBC: oKcMKambl (Me/IoKCMKam, MMPOKCUKaM U Ap.), NapaueTamon,
noynpodeH, MHAOMETaLMH, aueTUICcaInLMI0Ban KUCNOTa

°* AHTUpPEeTPOBUpPYCHble (HEBUPANUH)

Mpeayrapgatb Bo3HUKHOBeHUe CCA/TIH KaK peaKuUIo Ha TepaneBTUYECKYIo A03Y
NeKapCTBEHHOro cpeAacTBa NPaKTUYECKU HEBO3MOXKHO |



Blisters, detachment of epidermis

Granulysin
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erforin
Annexin 51/

MATOIEHE3

— * [MNepyyBCTBUTENBHOCTb
3amegneHHoro tuna (1Vc)

C Y4aCTUEM LUTOTOKCUYECKUX
T-numdoumntos (T-KUnnepos,
CD8+) n NK-kneTtok, rnaBHas
GYHKUMNA KOTOPbIX — IN3UC
NOBpPEXAEHHbIX KNeTOoK

* MacCcuBHbIN, HEKOHTPO/IMPYEMbIN aNONTO3
6a3a/1bHbIX KEPATUHOLMTOB — INUAEPMOIU3

Monocyte

47



dopmbl rubenn Knetkm:

* Hekpo3 (rpey. vekpOC — MepTBbIN) — NpoLecc
NacCMBHOM MacCMPOBAHHOM AereHepauumn
M NN3Nca KNEeTOK B OTBET Ha BO3AeNCTBME
noBpexKaatoLlero pakrtopa c pa3BUTUEM
BOCMaJIeHUA = NaTonornyeckasa ¢opma
KNEeTOYHOU CMEPTHU

e AnonTo3 (rpey. AMOMTWOLC — OT ATO- KOT-» + MTWOLC «NageHune») —
aKTUBHbIN, PN3NONOTUYECKUM NPOLLECC 3aNPOrpaMmmMmMpPoOBaAHHOM
n3bupatenbHomn rubenn oTAeNbHbIX KNETOK, CTPOTO
KOHTPOJIMPYEMbIN OPraHNU3MOM, ABASAIOLWMNCA 06A3aTENIbHbIM
KOMMNOHEHTOM *XM3HEeAeATeIbHOCTM MHOTOK/IETOYHbIX
OpPraHM3mMoB, HanpaB/IEHHbIN HA SANMUHALUIO MYTAHTHBbIX,
onyxosieBbix KneTtok un T.n. («cell suicide»)



Mpeanonaraemblie mexaHn3ambl natoreHesa CCA/TIH
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ANonTo3 MOKET bbITb
pe3y/IbTaTOM KOMBUHUPOBAHHOTO
AENCTBUA PA3/INYHbIX
MEXaHWU3MOB, KOTopble
OYHKLMOHANBHO TECHO

B3aMMOCBA3aHbI:

A. Fas-onocpenoBaHHbIW NYTb anonTo3a
(akTMBaAUMA Fas — «peuenTopa CMepPTU» — Ha
noBepxXHOCTU 6a3asibHbIX KepaTMHOLI,MTOB)

B. nep¢dopuH-rpaH3InMoOBbIN NYTb
(anonTo3, 3anycKkaemblit benkamu
nepbopuHamm 1 rpaH3MMamm, CoaepKaMMnNCA
B rpaHynax CD8+ T-numooumntos n NK-KneTok)

C. Tmwbenb KepatTMHOUMNTOB, BbI3BaHHAA 6enkom
dHHEKCUHOM, cekpeTmpyembim MOHOLUUTaMU

D. M'mbenb KepatTMHOUMNTOB, BbI3BaHHAA 6enkom

rPaHY/IN3UHOM, cekpeTupyembim CD8+ T-
nnmoumntamm n NK-knetkamm



Cxema pa3BuTHUA anonTo3a

AKTMBaLUMA anonTo3-U HOYUNPYHOLWEro Nyt

$

AKTMBaLI,Mﬂ BHYTPUKNETOYHbIX MPOTEA3 — KAClla3

[erpagaunsa knetku: pparmentaumsa AHK,
NMMKHO3 A4pa, r’MAPOAN3 LUTOCKeieTa U Ap.

L

KneTka pa3pylwaeTtcs Ha GparmMeHTbl, OKPYKEHHbIE
LMTON/1a3MATUYECKON MeMmbpaHoM
(anonToTHM4yeckue TenbLa)

L 4

AnonTtoTnyeckune Tenbua bbiCTpO
daroumnTMpyroTca makpodaramm, MMHyYS
Pa3BUTME BOCMANNTENBHOW pPeaKkLmm
(«pepmanbHoe beamonsue»)




KJIMHUNYECKUE NMPOABJIEHUA

Tpuagaa CMMNTOMOB:
°* JPO3NUBHO-A3BEHHOE NOopPaXKeHne CAN3IUCTbIX
obosoyek

* bone3sHeHHaA pUTEMA N NATHUCTDbIE
MmnuwieHeBnaHblie 3/1eMeHTbl Ha KOXE

e OTCNOMKaA annaepmmca

* CUHOPOM MHTOKCUKaL U

 MynbTMOpraHHbie NopaKeHus



KJIMHNYECKUE NMPOABJIEHUA

°* MIHKyOaUMOHHDbIU Nepuoa (MmeXxay Ha4yanom NpUema
npenapaTa U Hayasnom 3abonesanHunaA) — 2-8 Hegenb
(B cpegHem 7-21 neHb), Npu PE3KCNo3numMm — 4acbl-2 CYyTOK
* MMpoapomanbHble ABneHna (ot 1 cyT. Ao 3 HeA., B CpeaHEM
1-3 AHA): AMXopaaKa, *KKeHue B rnasax, bonb B ropne,
MbILLILL@X, CyCTaBax, MHTEHCMBHAA roN0BHaA 60/1b
° Y 90% naumeHTOB — NOpPaXKeHune CIM3NCTbIX 06os10ueK:
— CTOMATWUT: XKry4yasa 60on1b BO PTy U ropae, runepcanmsauma, aucdarmsa, 3atpyaHeHume
apTUKYNALUUN; Temopparnyeckme ny3bipn, 6one3HeHHble 3p03nn, OTEK A3bIKA
— XEeUNUT: KpOoBOTOYALLME 3PO3UUN, TONCTblIE FEMOpPPArmyeckme KOpKu
- bnedaput (apmnTema n oTeK BeK), OCTPbIA KEPATOKOHBIOHKTUBUT (CBETOOOA3HD,
3p031U U A3BblI POroBULLbl), YBEUT
— 6anaHuT, ypeTpuT, BY/IbBOBarmHUT
Mpu TOH — nopaxeHue cansmncTon apixatenbHbix nyten (25% cn.) n KKT (330daruT,

anapes)
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KJINHUYECKUE NMPOABJIEHUA

BHE3anHo 1 cTpemMuTeIbHO NOABASETCA NOAMMOPPHAsA CbiMNb
NPEeNMYLLLECTBEHHO Ha TY/I0BULLE, NTNLE, LLEee,
NMPOKCMMaNbHbIX OTAE/IaX KOHEeYHOCTEN (KOX¥a BONOCUCTOM
4acTM roNI0Bbl BCerga MHTaKTHal):

* Jputema: otTeyHasn, bonesHeHHanA, TEMHO-KpacHaa uan 6arpoBoO-CUHIOLLHAA,
BNOCNeACTBUN NPUOOPETAET NenesibHbI OTTEHOK, UMEEeT TEHAEHLMIO K BbicTpomy
CANAHUIO B 061aCTU FPYAUHDI, INLA, NaJJOHEN N NOAOLLB

e MuweHeBMnaHbIe NATHA («NATHUCTbIE aTUMUYHbIE MULLEHUY): UMEIOT TOJIbKO ABe
30HbI UBeTa (LLeHTpa/bHYO0 — TEMHO-KPACHYI0, Ha KOTOPOM 4acTo pacno/siaraeTcs
ny3blpb, U Nepudepuyeckyto — 6osee ceeTayo) u/mnu HeyeTkme KOHTypr |

* BAanbie Ny3bIpU C CEPO3HbIMU NN CEPO3HO-
remopparnyeckMm coaepKMmbiM NOABAAKOTCA HA
3PUTEMATO3HbIX NATHAX B TeYEeHME HECKOIbKUX YaCoB —»
obWmMpHbIE, CZIMBHbIE, APKO-KPACHbIE, BNAXHble,
bonesHeHHble 3PO3UUN, OKANMIEHHbIE 0DPbIBKaMM
NOKpPbILWEK Nny3bipen (3nnaepmanbHbIN « BOPOTHUYOKY)
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KJIMHUYECKUE NMPOABNEHUA

e OTCNOMKA aNnaepmMmmca NPomcxoamnT Kak B 30He
3PUTEMbDI, TaK U HA HEM3MEHEHHOM Ha BUA KOXe —
OOLWKMPHbIE MOKHYLLIME, KPOBOTOYALLME YYACTKU
OTC/I0OEHUSA INNAEPMUNCA OT AEPMbI

e OTCAOUBLUMECA NNIACTbl ANUAEPMMUCA
HAaMOMMHAIOT B/IAXKHYIO ManMpPoCHyo bymary
(+ cumnTOM «MOKpOTOo benbsa» nanm cnon3aHus
3NnaepMnca)

18%:

e [Tnowaab skchonnaunum AoCTUraeT
MaKCMMyMa B TeyeHue /72 4 nocne
MaHudecTaumm

* [Mhowaab sKchonnaynm y B3poCsablix
onpeaenstoT, UCMONb3YA «KNPABUNO AEBATOKY,
ay aeten — «npaBuNO NaJ0HU»













OUATHOCTUKA

* KIMHNYECKaa KapTMHA: COMEeTaHNE NoparKeHns
C/IN3UCTbIX 000N104YEK N KOXKM (DoNe3HeHHaHd
sputemal), nmxopagkm n cumntomos OPBU
OONKHO HAaCTOPaXMBaATb

e AHaMHe3

* KIMHUYECKMUM aHANN3 KPOBU: aHEMUA, NTMMPONEHNA, 303UHOPUNNA
(pegko); HenTponeHus anaeTca HebaaronPUATHbIM
NPOrHOCTUYECKMM NPU3HAKOM

e JTabopaTopHOEe obcnenoBaHmMe ANA NOMNCKA BO3MOKHbIX
MHDEKLUMOHHbIX TPUrrepos (ceponormnyveckas un NUP-amnarHoctnka)



OUATHOCTUKA

* [laTomopdonormyeckoe nccaeaoBaHue
(cpo4YHOE — KpnocTaTHbIe Cpe3bl):

— TOTa/IbHbIXN HEKPO3 BCEX C/I0EB 3INMAEPMMCA
— OTC/IONKA annaepmmca ¢ obpasoBaHuem cybanuaepmanbHbIX Ny3blpen

— BaKyO/1bHaA AereHepauma KNeTok
B r1yboKuMxX cnoax annaepmmca

— B Aepme BOCNaNNTENbHbIN
(numdbounTapHbIN) MHGUANBTPAT

— BbIPa*€H HE3HAUYNTE/IbHO UK 3
OTCYTCTBYET («AepmasibHoe beamonsume»
— Lyell)

* Mpn UMMyHOMOPPONOrMYEecKoM
nccnefoBaHUM MMMYHOTN00OYNHbI
N KOMMNJIEMEHT B aNnAepmMuce n aepme
He BblIABNAIOT




1.

2.

NEYEHUE

MeaAyHapOoAHbIX CTAaHAAPTOB BeAeHUA NAUUEHTOB

c CC/T9H, ocHOBaHHbIX Ha NPUHLMNAX AO0Ka3aTebHOM
MeANLUNHbI, HET, YHUBEPCA/IbHbIN aZATOPUTM TEPANUU HE
pa3paboTaH

EAnHble cornacuTtenbHble HauMOHa/bHble AOKYMeHTbl B PP Takke He
pa3paboTaHbl, cyLlecTBYOT NpodeccruoHasibHble PYKOBOACTBA A5 NeAnaTpos,
1lepMaTOBEHEePO/I0roB, a/IIepProsioros U KJIMHUYECKUX UMMYHO/10rOB

Llenn neyeHumn: yayywieHme obLero coctoaHuA naumeHTa, perpecc BbiCbinaHUM,
npeaynpexaeHne pa3BnTUA OCNOXKHEHUN U peunanBoB 3aboneBaHunA

HemepaneHHaa oTmeHa npenaparta, CnpoBoUMpoBaBLlero passutue AP

(B COMHUTENbHbIX CAYy4asX — OTMEHUTb BCE NpenapaTbl, HE ABASAOLWMECH
*XU3HEHHO HEOBXoAMMbIMM, B OCOBEHHOCTU Te, NPUemM KOTOopbIX Obian HayaT

B TEYEHME npeaLlecTBOBaBLUNX 8 HeAle b), BbiBeAeHUe npenaparta U3 opraHn3ma

TpaHcnopTupoBKa 60/1bHOro B 0XOroBblit LLeHTp (oTaeneHme) nnbo
B peaHMMaLUMNOHHOE OTAe/IeHne



NNEYEHME (2)

3. CuctemMHble rIOKOKOPTUKOCTEepOoUaHbIe npenaparbl:

— npeaHu3onoH 90-150 mr/cyT B/m unu B/8 nnu
— gekcameTtasoH 12-20 mr/cyT 8/m unu B/B

— KOPOTKUM KYpPC B CBEPXBbICOKUX A03aX:
° npeaHnsonoH 10 mr/Kr/cyT unu gekcameTasoH 1,5 mr/kr/cyT B TeueHue 3-4 aHen

~J

? — BoOobOLLEe He BBOAUTbL (3ameanatoT anutenmsauumio)
P

— co4eTaTb € B/B BBeAeHMEM Ye10BeYEeCKUX UMMYHOTrN00y/IMHOB

4. BseaeHue BHYTPUBEHHbIX UMMYHoOrnobyamHos (BBUr):

- nonucneundunyvHble MMMYHOTN00Y/IMHbI, MPenMyLLEeCTBEHHO I1gG, Noany4YeHHble U3 NAa3Mbl
6onbwworo ymncna (ot 3000 ao 10000 yen.) 340pOBLIX AOHOPOB

— coAeprKaT WMPOKNIN CNEKTP aHTUTEN NPOTMUB YACTO BCTPEYAOLLUXCA YYKEPOAHbIX
aHTUreHoB, pacTtBopumbie peuenTtopbl — CD4 n CD8, 6enKkn rnaBHOro KOMMNAeKca
rMCTOCOBMECTUMOCTU YyenoseKa (HLA) n HeKoTopbie LUTOKUHDI

— BBOAAT No 3 r/Kr B TeyeHue 3-4 aHel

- noaasnAtoT Fas-peuentopbl (0CcTaHaBAMBAOT OAUH U3 MYTEN aNONTO3a)



NNEYEHME (3)

5. /[e3nHTOKCMKauuAa n nogaep*XaHue sogHoO-

3/1eKTPOIUTHOro 6anaHca — roKo30-coesble PacTBOPb
no 400 mn B/B KanesbHO, Ha Kypc 8-10 BAMBaHUN:

0,9% pacteop NaCl

PacTBOp rNtoKo3bl 5%

Punrep naktat (NaCl+KCl+Kanbuua xnopuaa rekcarmgpat+HaTpus NaKTaT)
Tpuconb (NaCl+KCl+HaTpua bukapboHar)

Aueconb (NaCl+KCl+HaTpusa aueTaT)

Mnasma-Jint 148 (NaCl+KCl+MgCl,+HaTpua aueTaT+HaTPMA MIOKOHAT) U 4p.

6. CucremHaa aHTUbMoTuKotepanua (KombmHauma 2-3 npenapaTos):
— C aHTUCTAPUNIOKOKKOBOI aKTUBHOCTbLIO (aMOKCULUMNINH +KNaBY/1aHOBAsA KUCNOTa =
a3UTPOMMULUNH = BAHKOMULMH —> TEMKOMNJIAHUH —> IMHE301A —> NeBod0KCaLUH)
— C aKTUBHOCTbIO B OTHOLUEHUU rPamoTpu1LUaTe/IbHOM MUKpodopbl

(uedanepasoH/cynbbakTam, UMUNEHEM UM MePONEHEM, NUNepauuNInH+Ta3obakTam,
aMMKaLUNH)

— C aKTUBHOCTbIO B OTHOLUEHMM aHa3poboB (MmeTpoHMaa30n)



NEYEHWUE (4)

p,pyme cpeAacTBa:

LIMK0CNOPUH 3 mr/Kkr B TeyeHue 10-14 aoHen c NnocTeneHHOoM
oTMeHou (bnokunpyet akTmBHoctb CD8+ T-J1 1 anonTo3)
unknodocpamug 300 mr/cyT B TeueHume 3 aHew

aHTaroHncT PHO MHPAMKCUMab — 5 mr/Kr

aHTUKoarynsaHTbl (renapuH) — npodpunaktnka ABC-cuHapoma
obesbonmsatowme (onnatbl — GeHTaHUA, MenepuanH)
aHKCUONNTUKM (TMOPOKCU3UH)

Yxop, 3a KoXKeu n camsuctbimm o60104Kamu:

He cneayeT NPoBOAUTL OOLIMPHOE U arPeCCMBHOE YAANEHNE HEKPOTUYECKU M3MEHEHHOIO
3NuaepmMmnca, NOCKOIbKY OH He AIBNAETCA NPerpagon Ansa peanutennlaumm

aHTUCENTUKU: P-p nepeknucn soaopoaa 1%, p-p xnoprekcmgmnua 0,05%, p-p nepmaHraHaTta
Kanna, BOAHbIE P-Pbl aHUIMHOBBIX KpacuTenem

PAaHO3aXKMBANAOLWME CPEACTBA, HEAAre3nBHblE aTPABMAaTUYHbIE PAHEBbIE MOKPbLITUA

rnasa: kanam c NKC (aekcameTa3zoHoM), npenapaTbl TUMa KUCKYCCTBEHHOWM CNe3bl»,
MeXaHNYecKan AeCTPYKUMA PAHHUX CUHEXNN

cAn3nctaa 060104Ka pTa: OPOLIEHME N NONOCKAHUA AaHTUCENTUYECKUMMN (XTOPTreKCUAMNH,
NOBUAOH-MOA) UAN NPOTUBOTPUOKOBLIMU (KNOTPMMA30/) p-paMm HECKOJIbKO pa3 B AEHb,
MECTHble aHecTeTUKM (beH30KauH, 2% NnA0oKauH), CTUMYNATOPbI ANUTENN3aLNN



MPOINHO3

e JleTanbHocTb Npu CCA — 5,0-7,5%, npn TOH — 25-50%
(B cpegHem 25-35%)

e TAKecTb U Temnbl nporpeccuposanmna CCA/TIH
HaNpPSAMYIO CBA3aHbl C PAHHUM BbIAB/IEHUEM,
HemeaneHHOMN OTMEHOW U SIMMMNHALNEN
JIC/TpurrepHoro ¢akTopa

e PacnpocTpaHeHHOe OTC/I0eHne anuaepmMmmca U obpasoBaHUe 0BLMPHDIX
3P03UIA Ha KOXKe U CAN3UCTbIX 060/104Kax CONPOBOXKAAOTCA:

—  TAXeNbIMU BOAHO-3/1EKTPOSIUTHbIMU HAPYLUEHNAMMU
- MAaCcCUMBHOW noTepen besKa

pasBUTMEM cercuca, BBuay notepu bapbepHoit pyHKUMM (OCHOBHaA

NpUYMHaA CMepPTU — CENncuc, Bbi3BaHHbIN Staph. aureus n Pseudomonas
aeruginosa)



LLIkasia nporHo3a netanbHOro ucxoaa
npu CCA/TOH — SCORTEN*

(A Severity-of-lliness Score for Toxic Epidermal Necrolysis)

Taxkectb CC1/TIOH oueHUBalOT B TeYeHMe nepsbix 24 4
HabntoaeHna No 7 He3aBUCUMbIM paKToOpam PUCKA:

Bo3spacTt <40 net > 40 net
H 0-1 3,2%
annyme OHKOJIOFMYECKUX U
o Het EcTb
remaTtonornyeckux 3abonesaHum
2 12,1%

YyccC <120 ya/muH > 120 ya/MmuH
YpoBeHb MOYEBUHbI B KPOBM <10 mmonb/n > 10 mmonb/n 3 35,3%
YpoBeHb IMOKO3bl B KPOBU < 14 mmonb/n > 14 mmonb/n 1 58 3%
YpoBeHb HMKapboHaTa B KpoBU > 20 mmonb/n <20 mmonb/n

5 un bonee > 90%

Mnowaab OTCAONKM annaepmuca <10% >10%

* Bastuji-Garin S., Fouchard N., Bertocchi M., Roujeau J.C., Revuz J., Wolkenstein P. SCORTEN: a severity-of-illness score
for toxic epidermal necrolysis. Journal of Investigative Dermatology, 2000; 115 (2): 149-153. 74



HETATUBHbBIE MPOTHOCTUYECKUE
GAKTOPDI

* OcTpas NnoYyeyHas HeAOCTAaTOYHOCTb

* [IHeBMOHMA

°* AHEMUA, NENKONEHUSA, HENTPONEeHUA, TpombounToneHus

* [MNOKannemma n rmnepKaanemums

e ConyTcTBYlOLLME 3/10Ka4YeCcTBEeHHble 3aboneBaHUA

* [TopaxkeHune 60/blLION NAOLWAAM NOBEPXHOCTU KOXKK (6onblue 30%)

MPUYUHDbLI HEYAAY B NTEHEHUA

e 3ano03aa1aAa ANArHOCTUKA

* HenpaBunabHaA TaKTUKaA /ie4eHUA

* HepoctaTo4yHOe 3HAaHUE COBPEMEHHbIX NpenapaTos
e OTCyTCTBME COBPEMEHHDbIX NMPenapaTos



MPOINHO3

* [Tpn GraronpUATHOM TEYEHUN PEereHepaLmna KOXKK
3aHUMaeT 2-3 Heaenun, NOBTOPHbIX BbICbIMAHMN B 30HE
paHee NoParKeHHbIX Y4aCTKOB 0ObIYHO
He HabnatoaaeTca, aNUTenn3aumna Ha CAN3NCTbIX
060104YKax NPONCXOAUT MeaNEeHHee

 OTaaneHHble HebnaronpuAaTHble nocneactTeus (y 44% 60NbHbIX):

— ANCXPOMUA KOXKK, popmmpoBaHue pybuLos, anoneumns, oHmxoanctpodums,
rmnornapos, KCepocTommsa

— CMHAPOM «cyxoro rnasa» (46%), XpOHNYECKUN KOHBIOHKTUBUT, CUHEXNM
KOHDBIOHKTUBDI, TPMxmnas (16%), anctmuxmas (14%), cumbnedapoH (14%),
3HTPONMOH (5%) nnm askTponmoH, notepa 3peHmna (5%) n ap.

— CTPUKTYpPbI ypeTpbl, PUMO3, CUHEXMU NONOBbIX IyD, CTEHO3 BNAra/nLLa,
nepuaHasbHble abcueccbl n pyoubl

— CTPUKTYPbI U CTEHO3 NULLEBOAA









MPOPUNTAKTUKA

* [TONCK BO3MOXHbIX NHPEKLMUOHHBIX TPUTTEPHbIX GaKTOPOB
B nepuoae pekoHBanecueHuumn (yepes 1-3 mec.) n ganee
B AMHaAMUKe B TeyeHUue 2-3 neT C uenblo npegynperkaeHua
peunanBoB

* Annepronornyeckume npobobl in vitro ana sbissneHuns J1C, sbiasaswnx AP, —

yepe3 Mecsl, Noc/ie BbI3A0POBAEHUA (TECTUPOBAHME (N VIVO KaTETOPUYECKHU
3anpelleHo!)

* icnonb3oBaHue JIC B CTPOrom COOTBETCTBUUN C MHCTPYKLMEN (NOKa3aHuUA,
NPOTUBOMOKAa3aHUA C y4ETOM BO3PaCTa, PACyeT A403bl Ha OCHOBE MacCbl TeNa)
* 36eraTb nonmnparmasmnm

e 3apukcnpoBaTtb MHGopmauuto 06 AP 1 NnpUYMHHOM nNpenapaTte Ha BCEX
MeANLUMNHCKUX JOKYMEHTAX NaLuMeHTa, BblaaTb emy nacnopt 60/1bHOro
anneprmyeckum sabonesaHnem (popma 135/y) n onosHaBaTenbHbIN 6pacneT
C YKa3aHMem npenapaTtos, Bbi3BaBwmnx AP |
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