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B cmamve npusodumcs onucanue codcmeeniozo nepeozo Onvimd NPUMEHEHUS EHYMPUBCHHOZO UMMYHO-
2100y UHA 8 UMMYHOCYNPECCUBHBIX 003AX OJIsL JIeUeHUs OKCUUECK0Z0 INUOEPMATBHOZO HEKPOIU3A Y O8YX
demeii epyonozo 6o3pacma. Humepecnoin npedcmasaisiemcs maxxe mo, 4mo 603MOKHOU NPUUUHOU 3a6o.1e-
BAHUSL MOZIU NOCAYKUMb NUULEEbIe NPOOYKMOL.

Kaoueevte caioea: moxcuueckuil snudepmaivHulll HeKpoau3, 0emu, Jeuenue, HYMpUGeHHuIl UMMYHO-
27100y UM,
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[_1 Cayuaii u3 npakTuku

A.P.Kudin', M.D.Ocheretnij?, V.S.Zagorskij’>, M.P.Majtak? D.V. Savitskij?, L.I. Matush'
EXPERIENCE OF APPLICATION OF THE INTRAVENOUS ANTIBODY AT SYN-

DROME JIAUEJIJIA AT CHILDREN

In article the description of own first experience of application of an intravenous immunoglobulin
in immunosupressive doses for treatment toxic epidermal necrolysis at two children of the first year of
life is resulted. Interesting that as a possible cause of illness foodstuff could serve is represented also.

Key words: toxic epidermal necrolysis, children, treatment, an intravenous immunoglobulin.

CMH,quM Nanenna vnv TOKCUYECKUI anuaepMasbHbIi
HeKkponus (TOH) aBngeTca Hanbonee TaXKenblM, MNO-
TEHUMaNbHO ONAaCHbIM AN XWU3HW CUCTEMHbIM annepru-
YyeCcKMM 3aboneBaHWeM, MPOTEKAOWMM C NOPaKEHUEM
KOXW M CNU3NCTbIX 060104€EK.

B HacTofllee BpemMs BbiAenstoT 4 OCHOBHbIE rpynmnbl
aTMonornyeckmx daxktopoB pasButna TIOH: uHberkummn
(BMpYCbl NPOCTOro repneca v agpyrue repnecBupychbl, 3H-
TEpOBMUPYCbl, MUKOMNa3Mbl, MWUKOGAKTEPUWU, WMEPCUHUU
W T.4.), NeKapCTBEHHbIe npenapatbl (aHTUONOTUKM, CYNb-
daHMnamMmnabl, HeCTEPOUAHbIE MPOTMBOBOCNAIUTENbHbIE
npenapaTtbl, NCUXOTPOMHbIE CpeacTBa M T.A4.), OMNyxXonu
(MMMdOMBbI, KapLMHOMbI) U HeyCTaHOBMIEHHble GaKTopbI
(Tak Ha3biBaeMbll, namonatnyeckunm TAH). O6pauwaeTt Ha
ceba BHUMaHWe, 4To cpean UHOEKLUMOHHbIX BO36yauTe-
Nen NpuymMHon pas3BuTua TIAH aABNAlOTCS BHYTPUKNETOY-
Hble «Napa3uTbl», OCHOBHYIO POSib B 3aliuTe OT KOTOPbIX
UrpatT peakunu KNeToyHoro MMMyHuTeTa. 3TO BO MHO-
roMm o6bscHAET Hanbonee BEPOSATHbINM CLEeHapUn pasBu-
T TOH.

[o HacTosllero BpeMeHM TOYHO HE YyCTaHOBJEH Na-
ToreHes cuHapoma Jlamenna. MNpegnonaraetcs, 4To B OC-
HOBE pPa3BUTUA 3TOM0 CMHAPOMA OCHOBHYIO PO/b UrpatoT
MMMYHOMNAaTONOMMYECKME NPOLECChHI, aCCOLMMPOBAHHbIE C
peaKkumMen rmnepyyBCcTBUTENbHOCTU 3aMeANeHHOro Tuna
[1, 5]. Mpu mopdonornyeckom nccnegoBaHmm o4aros no-
paKeHWs BbIIBNSETCS KapTMHA, OYEeHb MOXOXKasd Ha pe-
aKUMIO «TpaHCcnaaHTaHT NPOoTUB X03sMHa» [5]. MNpu aTom
paspylleHne KepaTMHOLMTOB MPOUCXOAUT C MOMOLLbIO
pa3HbIX MEXaHU3MOB, OCHOBHbIE M3 KOTOPbIX CBA3aHbI C
NEeNCTBMEM LMUTOTOKCHUYECKUX T-nnMdounToB N dhakTopa
HeKpo3a onyxonen-a (PHO-a). B pe3ynbrate nponcxoaut
OTC/IOMKa anugepMuca OT AepMbl, YTO obycnaBnuvBaeT
KNIMHUYECKME NposBieHNs 3aboneBanus [4, 7]. BoiaBneH-
Hble MMMYHOMATOJIOrMYEeCKMe npoLeccbl 060CHOBbLIBAOT
Luenecoobpa3HoOCTb NMPUMEHEHUS MMMYHOCYNPECCUBHbIX
npenapaToB B lIe4eHUn 60JIbHbIX C CMHAPOMOM Jlanenna.

[Jonroe BpemMs OCHOBHbIM MeToAoM nedyeHua T3H
6bl10 NpuUMeHeHue rnKoKopTukoctepongos (FKC) B
06bl4HbIX Ao3ax. OgHako B nocnegylowemM OKa3anoch,
YTO TAKOM PEXUM UX NPUMEHEHUS HE TONbKO He ynydllaeT
NPorHo3 3abofieBaHus, HO M MOBLIWAET PUCK Pa3BUTUSA
OCNOXHEHUN (B NepByto o4yepenb, cerncuca) 1, Kak cneg-
CcTBUeE, yBENUYNBAET PUCK JieTabHOro ucxoda [2, 3, 5.

B HacTosillee BpeMs MNPUHATO cYUTaTb, YTO addeK-
TUBHbIMW MeTodamu nevyeHua TIOH aBnaioTca nnasma-
depes, uuTocTatMkM (unknodocdamui), BO3MOKHO,
nynbc-Tepanusa METUANPEAHNU30I0OHOM, BHYTPUBEHHbIN
UMMYHOIN06YNUH [5]. N3 HUX OCHOBHbIM METOAOM Tepa-
NMM NaLMEHTOB C AaHHOW NaToJsiorMen aBnseTcs UCMosb-
30BaHWE BHYTPMBEHHOIO UMMYHOM106YIMHa B UMMYHOCY-
npeccuBHbIXx go3ax (1-2 r/kr) [4, 6].

Haw ctaymoHap aBnseTcsd MHOEKLUMOHHbIM, U NO3TO-
My fledeHne geTen ¢ annepruyecknmMmn 3ab6oneBaHnUAaAMmU He
cooTBeTCTBYET Hawemy npodwunio. OgHako Bcreacteve
TOro, 4To KAMHMYeckn TOH nposBnseTcs BblpaXKEeHHbI-

MW NpU3HaKaMKM CUCTEMHOrO BOCManeHUs (Iuxopagka,
WHTOKCUKaLMA) U NATHUCTOM 3K3aHTEMOMW, YTO BCTpeyva-
€TCa MPU pasHblX MHOEKLMOHHbBIX 3a60NeBaHNSAX, Bpaiu
Ha gorocnutanbHOM 3Tane He Bcerga cnoco6Hbl 6bICTPO
pa3obpaTtbCcs ¢ AnarHo3oMm. MoaTomMy nauMeHTbl C Taxe-
IO UMMYHHOKM naTtonoruen (B ToM 4yucne u getu ¢ TOH)
nepuoanvyeckn NocTynatoT B Haly 60/1bHULLY.

MpuBoauM onucaHue ABYX ciny4yaeB cuHapoma Jlan-
ennay getew, B 1€4E€HUU KOTOPbIX UCNONb30BaH BHYTPU-
BEHHbI UMMYHOINOBGYNH.

Cny4qan 1.

MapTa L., 5 mecsueB noctynuna B IANKB 30.11.12
r. C XXanob6amu Ha NosiBNEHUE CbINU.

3a6onena 29.11.12 r., Korga nocjae ynoTpebrieHus
TBOpora (BnepBble) y pebeHKa nosiBuaacb no scemy teny
CbiMb, Ha CNeaylWmnit AeHb — NpomM3oLwna OTCIOMKK 3NKU-
aepmuca. lnarHo3 HanpaBmBLIEro ydpexaeHus: MNuoaep-
MMUS, CbiNMb HEAACHOW 3TUONOTUN.

[AvarHo3 KnuHuyeckunin: CuHgpom Jlanenna. OPU, o.
dapuHru.

AHaMHe3 XWU3HU: pebeHOoK oT | 6epeMeHHOCTH, Npo-
TeKaBlwewn 6e3 OCNOoXKHEHMW. Poannacb B CPOK ¢ Maccou
3200,0, 3akpuyana cpasy, K rpyav NpuaoXunm B poasa-
ne. Ha rpyaHoMm BCKapmnavMBaHuM A0 2 MecsaueB, 3aTeM -
Ha UCKycCcTBEHHOM. lNepeHecna oamH pa3 OPWU. Np1uBMBKHU
npoBOANIUCL MO BO3pacTy, 6€3 OCNoXHeHUN. Poautenu
30POBbI, HACNEACTBEHHOCTb He OTAroueHa.

CocTosiHMe Npu NOCTYNAEHUU TaxKenoe, 06ycnoBneH-
Hoe o6bunuMem BbicbiNaHui. Co3HaHMe AicHOe, OTMeYaeT-
cq 6ecrnokoncTso. OueHKa no wkKane Masro 15 6annos.
TemnepaTtypa 36,6 °C. [bixaHue yepe3 HOC 3aTPyAHEHO.
3eB, cnM3ncTas NonocTK pTa rmnepeMmpoBaHbl. Ha Koxe
nnua, TYNoBMLWA, KOHEYHOCTEN KPYMHOMNATHUCTAA SpPKO
PO30BOro LBeTa CbiNb, MECTaMW C/AMBHOIO Xxapakrtepa.
MmetoTca O6GLWKMPHBIE y4acTKKU OTC/IOMKW 3anuaepmMuca c
o6pa3oBaHUEM 3PO3MBHON NOBEPXHOCTU B 061aCTU rpya-
HOWM KNIETKM, 3aTbl/IKa U Ha npaBon Hore. b.p. 2%2 cMm, He
HanpsxeH. Nepudepunyeckne NMMOOy3bl HE YBETUYEHDI.

ToHbl cepAua sicHble, puTMUYHbIE. YHCC 136 ygapos B
1 MUHYTY. B nerkux goixaHne nyapuibHoOe, Xpunbl HE Bbl-
cnywusatoTcs. [epKyTopHO — neroyHbiv 3ByK. Y 34 B 1
MWHYTY, Npu 6ecrnokonctee — Ao 60. XMBOT MArKKUM, Npu
nanbnaunn 6e360ne3HeHHbIN. [leyeHb U ceneseHka He
yBenun4yeHbl. CTyn 1 MoyeucnyckaHme B HopMe. MEHUHIn-
anbHble CUMNTOMbI OTpULATENbHbIE.

Pe6eHOK rocnntann3npoBaH B oTAe/leHne aHecTesun-
OJIOTUKN U peaHnMaLunn.

B nepBbIi AeHb MOCTYN/IEHUS B CTauMoHap pebGeHKy B
KayecTBe MMMYHOCYNPECCUBHOMN Tepanuu 6bin Ha3HavyeH
BHYTPUBEHHbBIN UMMYHOIN06YNNH (BUoBeH-MOHO 1,6 r/Kr,
B/B, KanenabHO OAHOKPAaTHO).

Ha 2-e cyTku npebbiBaHMA B CTaLMOHape oTMevascs
noabem TemnepaTypbl Ao 38°C, KoTopasa coxpaHanach B
TeyeHue 2-x AHEN, oAHaAKO OTC/IOMKa anuaepmMuca ocTta-
HOBMWNAacChb.

B aHanu3e nepudepunyecKon KpoBW Mpu noctynne-
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HWUU Bblpa*KeHHble N3BMEHEHUS HE BbIABASAINCH (HOPMOLMU-
TO3, NanoyKoaaepHblie HenTpodunbl — 4%, cermeHToaaep-
Hble — 46%, numoountbl — 35%, MOHOLUMTLI — 13%, COJ
— 7 MM/4). YpoBeHb CPB npu noctynnenmn 0,2 mr/n, B
fanbHenwem oH noebicunca ao 14,2 mr/n (Ha poHe pas-
pelleHns o4aroB HEKPO3a).

AHanu3sbl mo4uu, KLWC - B Hopme. MoceB KpoBM Ha
reMoKynbTypy: BbligeneH S.haemolyticus. PUP maska m3
HOCa Ha BMpPYCbl OTpULLaTENbHAS.

MpoBoaunock neveHne: Kopmnenue cmecbto bennakt
HM3KONaKTO3HbIN. C Ae3WMHTOKCUKALMOHHOM U perngpa-
TaUMOHHOW Lenblo - UHOY3MOHHAa Tepanus rioK030-Co-
NeBbIMM pacTBopamu, xnoponupamuH 2% pacTteop B/B,
aHTMOGaKTepuanbHaa Tepanus aMOKCUUWNNWH/KNaByna-
HoBasa kucnota 80 Mr/Kr B/B B TedyeHne 4 gHen, 3atem
uedTprakcoH 70 Mr/Kr B/B (N0 YyBCTBUTENbLHOCTH BblJe-
JIEHHOr O U3 KpOoBM cTadUNOKOKKA) 4O NepeBoja B ApYyrom
cTauuoHap.

Tyanet Koxu 1% pacTBOPOM reHumaH-BnoneTom, Tya-
neT Hoca, rna3 Gu3pacTopom.

JledeHne TrNOKOKOPTUKOCTEPOMAAMW He MNpoBOAU-
NoCb.

Ha 4-e cyTKM cocTosiHMe pebeHKa cTabunuanpoBa-
Nnocb, TemnepaTypa HopManau3oBanacb, HOBbIX 3/1E€MEH-
TOB OTC/IOMKMK 3anugepmuca He Habtoaanocb, 3pO3nMBHbIE
NOBEPXHOCTU NOKPbINUCL CTPyNnoM. B mecTax, rae npomnso-
Wna oTCNoMKa anuaepmMuca 6e3 HapyLleHUs LLeNoCTHOCTH
KOXHOTIO MOKpOBa (HEBCKPbIBLIMECS Ny3bipK) OTMEYANOCh
KPYMNHO-MNJacTMHYaToE LWenyleHne.

Ansa panbHenwero neyeHus pebeHOK nepeBefeH B
annepronornyeckoe otaeneHne 4- ropoACcKON OeTCKoM
KNMMHUYECKOM 60NbHULLBI.

Cny4an 2

Aptyp P. 7 mecsaueB noctynun B IAMKB 10.10.2012
r. ¢ XXano6amu Ha noBbileHMe TemnepaTypbl Ao 39,0°C,
nosiBNEeHWE CbINKU Ha Tefle, THOMHOE OTAeNs eMoe U3 rnas.

3a6onen 07.10.2012 r., Koraa rnocJse ynotpebaeHus
MOPOIKEHOIr0 Ha NULE BOKPYr pTa NosBunach runepemMus
W 3IEMEHTbI NATHUCTO-NAaNyNEe3HOM ChIMW Ha LeKax, FTHOn-
Hoe oTaensiemMoe M3 rnas, TemnepaTtypa tena 37,4°C. Ha
cnefylowmi IeHb CbiMb cTana KPYNHOMNATHUCTOM M pacnpo-
CTpaHuaachb Ha TynoBMULE, Ha Arognuax NosBUAUCHL BOJ-
Obipu. Pe6eHoK oTKasbliBasncs oT edbl, NuTbsA. 10.10.2012
r. CbiMb pacnpocTpaHuiacb NO BCeMy Teny, NOSABWINCH
6ynnesHble 31eMEHThbI CbIMK.

[dvarHo3 npu HanpaBneHun: OPBU, akccyaaTtMBHbIN
avnares.

AnarHo3 KnuHuyeckum: OPU, puHodapuHIuT. TOKCH-
YEeCKUN annaepmanbHbli HEKPoNn3 (cuHapoMm Jlanenna).

AHaMHe3 U3Hu: Pogunca ot |-on 6epeMeHHOCTU B
cpoK. bepemeHHoCTL NpoTeKkana 6e3 ocobeHHocTen. Mac-
ca npu poxkaeHun 2800,0. Ha MCKyCCTBEHHOM BCKapMu-
BaHWKM C poxaeHus. [1o HacToALWEro BpeEMeEHM He 6onen.

CocTosiHME npu NOCTYNJEeHUM O4YeHb TaxKenoe. Bbipa-
EHbl CUMNTOMbI MHTOKCUMKaLMKW. PE3KO CHUMKEH anneTuT,
Masio NbeT, BAMbIA, 3aTOPMOXKEHHbIA, KPUK HE TPOMKHWN.
TemnepaTtypa 38,6-38,9 °C.

Ha nuue, TynoBwMlLE, KOHEYHOCTSAX NMOPAXKEHUE KOXMU
B Buae andbodysHon aputeMbl, Ha GOHEe KOTOPOM Mny3bl-
pu, MeCTamu BCKPbIBLIMECA WU OBGHaXKMBLLUME IPO3UBHYIO
NOBEPXHOCTb, MOKPbLITYIO XentoBaTbiM cTpynom. Onpe-
aensetca NONOXWUTENbHbIM cumnToM HuKonbcKoro. [o-
parKeHne KOXW Ha 3-u CyTKM npebbiBaHUA B CTaLMOHape
coCcTaBuNo 0Kono 60-70%.

B aHanu3e nepudepuyecKkonm KpoBW MNpu noctynie-

Cayuyaii u3 npaktuku  |_|

HUKM oTMevancsa nerkounTos (17,6%x10°/n), B nocnenyto-
weM yBenuumslminca go 20,2x10°/n.

Mpn GMOXMMUYECKOM MUCccneaoBaHWK KPOBM onpeae-
NIN0Cb CHUXEHUe anbbymMuUHOB A0 29,8 r/n, yBenn4yeHue
CPbB (45 mr/n).

lMpoBeneHo 6aKTeEPUONOrMYECKOE UCCefoBaHuMeE: Mno-
CeBbl U3 NONOCTU PTa, U3 HOCA, C MPOMEKHOCTH, U3 YLIEN,
M3 rna3. BblaeneH 3010TUCTbIN CTadUNOKOKK, YYBCTBMU-
TENbHbIN K CTaHAApPTHOMY MepeyHto aHTMOWOTMKOB. [lo-
CEeB KPOBMW Ha CTEPUNIbHOCTb OTpULaTenbHbIN. Pe3dynbraTthl
nccnefoBaHUs Ha reprec, x1aMuannHyto, MUKONna3mMeH-
HYIO, pecrnupaTtopHble BUPYCHble MHDEKLUU oTpuLaTeb-
Hble.

B nepBbI AeHb rocnutanu3auuMm BBOAWUICHA BHYTPU-
BEHHbIK UMMYHOINO6YNUH (6UoBeH-MOHO 1,8 r/Kr, B/B,
KanefibHO, OAHOKPAaTHO). 3TO Ha3HayeHue MNO3BOUJIO
OCTaHOBWTb OTC/IOMKY anuaepmMuca (HoBble o4aru 6onblue
He NOsIBNANUCL) U JOOBUTLCHA MOCTEMEHHOIO MOACLIXaHWUA
yXe 06pa30BaBLUNXCH O4aros NoparkeHus.

MpoBoaunocb aHTUBGaKTeEpUanbHoe nevyeHne (Mme-
poneHem), WMHPY3MOHHaAA Tepanusa TNOKO30-CONEBbIMU
pacTBOpaMu, CBEXE3aMOpPOXKeHHas nnasma, albObyMuH.
MnTaHMe napeHTepanbHoe (BaMUH 18, AMNenTUBeEH, K-
NOBEHO3), 3aTEM — 3HTepanbHO cMmecb Anbdape. MecTHO
Ha MopaeHHble y4aCTKU KOXU WCMNOoNb30BanInCb, cpej-
CTBa, CNoco6CTBYOWME 3aNUTENM3aL MK (AEKCNaHTEHON).

Ha ¢oHe npoBOANMMOro fie4eHns Ha 5 CyTKM OoTMeda-
flacb MOJIOXUTENbHAsA AMHAMMKA: HOBbIX BbICbINaHWN He
Habno4anocb, 3pO3nKN ANUTENU3UPOBAUCL, TEMMepPaTy-
pa HopManuloBanachb, AbixaHne 3apPeKTUBHOE, reMoan-
HaMWKa ctabunbHasa. Pe6GeHOK nepeBefeH B anneproso-
rmyeckoe otaeneHune 4 0eTCKON KIMHUYECKOMN BO0NTbHULbI.

Takum o6pa3om, paHHee (C NepBOro AHA npebbiBa-
HUS B CTaLMOHape) BKIIOYEHUE B KOMIMIEKCHYIO Tepanuio
TOH BHYTPUBEHHOIrO MMMYHOTI1I06Y/IMHA CNOCOBCTBOBAJIO
6bICTPON CTabuUIU3auUnm U pa3peLlleHnio UMMYHONaTONMn-
yecKoro npouecca. lNpu neyeHnn aTux 4eTen He UCNOoJib-
30BalUCb MMIOKOKOPTUKOCTEPOULI.

MHTepecHbIM NpeacTaBseTcs TakKe TOT GaKT, 4To BO3-
MOXHbIM 3TMONOrMYECKUM (aKTOPOM, MHAYLMPOBABLUMM
pa3BuTue cuHapoma Jlanenna, MOrimM oka3aTtbCs NULEBbLIE
NpoAyKTbl (Ha YTO B MTEpaType 0O6bI4HO HE YKa3bIBaloT).
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