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B | yactu nntepatypHoOro ob3opa npescTaB/ieHbl COBPeMEHHas TEPMUHOIOMMS M Knaccuoukaums cuHgpoma CTuBeHca—
/[xoHcoHa (CC/L) v TOKcU4YecKoro anuaepmasibHoro Hekpoausa (TOH), KoTopble B HacTosilee BPeMs CHUTaKOTCSl pa3HbiMU
BapuaHTaMu TeYEeHNUS eANHOro NaToI0rM4eCcKoro rnpouecca, MHAYLMPOBaHHOro y AeTei nHoeKUnen, neKkapCTBEHHbIMU CPeS-
CcTBaMM, 3/10Ka4€CTBEHHbLIMU U ayTOMMMYHHbIMW 3a607eBaHMsIMN. [104POBHO M3/10)KEHbI HOBEWLLME AaHHbIE O NMaToreHese,
onucaHbl KIMHUYECKME MPOosiBAEHMS 060MX BapUaHTOB M UX nepexolHbix ¢opm. Ocoboe BHUMaHUe yaeeHo opraHu3aumnm
yxoaa 3a naumneHtamm ¢ CCL n T3H. Nogpo6HO ocBelleHbl pa3nyHble acrneKTbl CUCTEMHOM Tepanuu.

Knro4yeBble cnoBa: cnHapom CTuBeHca—/PKOHCOHa, TOKCUHECKUI dMnAepMalibHbIA HEKPOJIM3, CUCTEMHOE JIeYeHne, AETH.

OnpepaeneHune, Knaccupukaums

Cungpom CtmBeHca—/[XXOHCOHa M TOKCMYECKUW anuaep-
ManbHbIA HEKPONU3, U3BECTHbIN B JIMTEPAType KaK CUH-
apom Jlavenna, — Taxenble 3a60eBaHus, NOTEHLUWaNbHO
onacHble ANs XU3HKM NauneHToB ntoboro Bo3pacTa. o gaH-
HbIM 3apy6erKHOM ne4vatu, netanbHocTb Npmn CCL coctaBns-
eT 5%, cpean 6onbHbIX TOH oHa Bo3pacTtaeT go 30-35%,
a B HEKOTOPbIX ciyvasax MmoxeT gocturate 50% [1, 2].

V.F. Zhernosek?, T.P. Dyubkova?

B TeueHune gonroro Bpemexu cuHapom CtnuBeHca—/KOHCOHa
pacueHnBancs Kak KpanHe Taxenbli BapuaHT MHOrobopMm-
HOW 3puUTEMbI, U3BECTHOM YyKe 6onee 140 netr — nepBble
COO6LLEHNsT B Hay4HOW nuTepaTtype 6blnu npeacraBieHb
F. Hebra B 1866 r. Cunapom CtuBeHca—/[lKOHCOHa onucaH
cnycta 6onee nonyBeka. NposiBAeHUS TOKCMYECKOro 3nu-
JepMaNbHOrO HEKPOSiM3a BMEPBbLIE M3/10KEHbl B paboTe
A. Lyell B 1956 1., B cBfA3K ¢ Y4em TIOH nony4ymn Ha3BaHue
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Stevens-Johnson syndrome — toxic epidermal nectrolysis
in children. Part I. Determination, etiology, pathogenesis,
clinical manifestations, systemic treatment

Part | of the literature review provides modern terminology and classification of Stevens-Johnson syndrome (SJS) and toxic epidermal
necrolysis (TEN), which is now considered different ways of treating the single pathological process induced in children by infections,
drugs, malignant and autoimmune diseases. It illustrates in detail the latest data on pathogenesis, describes clinical manifestations
of both scenarios and their transition forms. Special emphasis is made on the organisation of care for patients with SJS and TEN.
It details various aspects of systemic therapy.
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cuHapoma Jlanenna. AnutenbHoe Bpems cyuTanu, 4to TOH —
TSenenwee nNposiBNeHne neKkapcTBEHHOM anneprum.
B HacToswee Bpems cuHapom CTuBeHca—/[IXXOHCOHa U TOK-
CUYECKMIM 3anuaepmasnbHbll HEKPONU3 (cMHApoM Jlanenna)
paccMaTpMBalOTCA Kak pasHble No TAXKECTU BapuaHTbl Teye-
HWS eAMHOro NaToN0rMYecKoro npouecca, MHAYLMPOBaHHOIO
y AeTeN yalle Bcero MHPeKUMEN, pexe — NeKapCTBEHHbIMMU
cpeacTtBamMu, 3710KaYECTBEHHbIMM U @ayTOMMMYHHbIMKU 3a60-
neBaHUsIMKU. BO3MOXKHO coveTaHne HECKOMbKMX 3TUONOrnYe-
cKkmx dakTopoB. O6a BapuaHTa NOTEHUMANbHO ONacHbl Ans
YW3HKU NaumeHTa. Nlo coBpeMEeHHON HOMEHKIaType TepMHU-
HOB, Bblll€HAa3BaHHbIE CUHAPOMbI 06beANHSAIOTCH B 0OLLYO
HO30/10T 110, U3BECTHYIO B IUTepaType noj Ha3BaHUEM CHH-
apom CtuBeHca—/[)KOHCOHA — TOKCMYECKUW anuaepmalib-
HbIM Hekponu3 (CCA-T3H) [3, 4].
Knuunyeckn CCA-T3AH xapakTepuadyeTtca 6ynne3HbiM nopa-
EHUEM KOXKM U CIIM3UCTbIX 060/104EK C OTCIOEHUEM anuaep-
Muca n 06pa3oBaHMEM OBLLMPHbIX 3P03UI B pe3ynbTaTte Ciu-
SAHWSA Y BCKPbITUSA Ny3blpei. bynnesHble BbiCbiNaHWa Ha KOXe
006bI4YHO COYETAIOTCS C IPUTEMATO3HLIMU U FEMOpParMyecKu-
MU nATHamu. MNpeuMylLecTBEHHas I0KaNM3aLUns KOXKHOro
npoLecca — Ha TyNoBULE U NiMLE. HacTo MOparKEHUA KOXM
npuo6peTatoT CIMBHOM XapaKTep, CONPOBOXAAOTCA pacnpo-
CTPaAHEHHbIM OTC/IOEHWEM 3nuaepmMuca U MONOKUTENbHBIM
CUMNTOMOM HWKONbCKOro. BoBneyeHne B NatofiorM4ecKum
NpoLLEecC CMM3UCTbIX 060/I04EK C 06Pa30BaHUEM OOHOW MM
HECKOJ/IbKUX 3p03uh — 0693aTeNlbHbl NMPU3HaK CUHAPOMa
CTuBeHca—/[J)KOHCOHa — TOKCMYECKOro anuaepmasbHOro
HEeKponusa. YTpata 6apbepHOn GYHKLMU KOXKK U CIU3UCTbIX
060104€K 13-3a 06LIMPHOCTM MOPaXKeHUs BleYeT 3a cobon
pa3BuUTME MHODEKLMOHHbLIX OCMIOXKHEHUIN, KOTOpble ycyryons-
0T MPOrHO3.
OcHoBononarawlmMin KpUTeEpPUi COBPEMEHHOMN Kaaccuu-
Kaynm CCA-T3H — pa3mep nnowaan OTCNOEHUS anuaep-
MKUCa NO OTHOLWIEHUIO K 06LLEN NOBEPXHOCTU TeNa NauueHTa
(B npoueHTax). COOTBETCTBEHHO, BbIAENAIT Tpu GOpMbl
(KNMHMYeCcKne BapuaHThbl) npouecca [4, 5]:
1. Cungpom CrtuBeHca—[xoHcoHa («manas dopma TOH») —
OTCNoeHune anngepmuca He 6onee 10% noBepxHOCTH Tena.
2. [pomexyTtoyHasa, unum nepexogHasa ¢opma CCLA-TIH
(B aHrnos3bl4HOM nuTepatype «overlapping» SIS-TEN) —
otcnoeHue anngepmuca ot 10 o 30% NoBEPXHOCTU Tena.
3. TO9H — otcnoeHne anuagepmuca 6onee 30% noBepx-
HOCTW Tena.
CCL-T3H oTHOoCcUTCA K peakum 3aboneBaHusM. OH BCTpe-
YyaeTca B 1t060M BO3pacTe, MPEUMYLLECTBEHHO Yy Joaen
20-40 net. OTHOCUTENBHO peaKo nartonorus Habnwaaetcs
y Aeten nepBbix 3 neT xu3uu. O6uaa vactota CCA-TIH
Kone6netcs ot 0,4—-1,2 o 6 cinyd4aeB Ha 1 MIH XKuUTenewn
B roa [1]. JlaHHble MO COOTHOLWEHMIO MYXYUH W KEHLIMH
cpean 3aboneBlUMX MPOTMBOPEYMBLI. BOMbLIMHCTBO Ucche-
foBaTenen otMevyaeT npeobnagaHne NaTonorum y auL, Myx-
CKoro nona. 3a6oneBaHne XxapaKTepU3yeTcs Ce30HHOCTbIO.
MNoabem 3aboneBaemoctn CCA—-T3H pernctpupyetcs 06bIy-
HO 3MMOW W paHHEen BECHOW, YTO MOATBEPIKAAET 3TUONOMMU-
YEeCKYI0 poJib MHPEKLMOHHOIO paKTopa B pa3BUTUN AaHHOM
naTofiormu.

91tHonorus, natoreHes

BbigenstoT 4 rpynnbl npuynH pa3sutua CCA-TIH: nHdbekumu;
NleKapCTBEHHbIE CPEACTBA; 3/10Ka4YeCTBEHHbIE 3a60/1€BaHMS;
HeycTaHOBMEHHble (Manonatuyeckun CCLA-TIH). Y peten
CCA-T3H wyale npoBouupyeTcsd MHPEKLMUAMM, Y B3POCIbIX

W AL, NOXKMNOro Bo3pacTta OCHOBHOW MPUYMHOM ABASIOTCSA
JleKapcTBa M 3/10Ka4eCTBEHHbIE HOBOOOPA30BaHUS.

Cpean MHOEKUMOHHbIX BO36yauTENEn NUAUPYIOT BUPY-
Cbl: BMpYC npocTtoro repneca | u Il TMnoB, ageHoBUpYC,
Bupyc Kokcaku B5, ECHO-BuMpyCbl, 3HTEPOBUPYCHI, BUPYC
AnwrenHa—bapp, Bupycol renatuta A U B, Kopu, BETpAHOM
ocnbl, rpunna, NnapotuTa, NOAUOBMUPYC.

N3 GaKkTepuin Haubosnbllee 3HayeHWe umetoT Mycoplasma
pneumoniae, NpoTen, canbMOHeNNa, TY6epKyne3Has naaou-
Ka, BO36yauTeNb NCUTTaK03a, TYNpeMUN, TOHOKOKK, 6pyLien-
na, nepcunHus. B ponu nugyktopa CCA—-T3H moryT BbicTynatb
MUKPOrpubbl (BO36YAUTENM KOKLMAMOMLOMUKO3A, AepMa-
TOPUTO3a, TMCTOMNIa3mMo3a), BO3MOXHO TaKXe y4yacTtue npo-
CTenwmnx (Bo36yauTenen TpuxoMoHnasa u manspum). bonee
yeM B nosioBuHe cnydyaes CCL y neten passmBaeTcs Ha poHe
MHDEKLUI BEPXHUX [bIXaTeNbHbIX MyTen.

B pa3BUTUM MHAYLMPOBAHHOIO NEKAPCTBEHHbLIMWU CPEACTBA-
Mn CC—T3OH OoCHOBHOE 3HA4YeHWe MMEIOT aHTMbaKTepuanb-
Hble CPeACTBa, Npexae BCero aHTMONOTUKM (PTOPXMHOMOHDI,
NEHUUMANWUHBI, MaKponuabl, xnopamdeHnKon) n cynbpaHu-
namuabl (KO-TPMMOKCa30/), HecTepouaHble NpoTMBOBOCMA-
NUTENbHbIE cpefcTBa (MOynpodeH, MHAOMETALMH, MUPOKCH-
KaM, alueTuncanuuuioBas Kucnota), NPOTUBOCYAOPOKHbIE
npenapatbl (peHob6apbuTan, kapbamasenuH, Banbnpoesas
KUcnoTa), annonypuHon. Peako npuyMHOn MoryT 6biTb TOMU-
YeCKUWe U CUCTEMHbBIE MTIIOKOKOPTUKOCTEPOUAbI.

CCL—T3H MOeT 6bITb MPUYMHHO CBA3AH C ayTOUMMYHHbIMM
W 3/10Ka4eCcTBEHHbIMU 3aboneBaHuamMU. Cpean nocnegHmx
BeyLLyo Posib UrpatoT KapuUHOMbI U IMMGOMBI.

BO3MOXHO co4YeTaHWe HECKONbKUX 3TUONOMMYECKUX PaKTo-
poB (MHbEKLUUSA, NEeKapCTBEHHbIE CPEACTBaA, 3/I0KaYeCTBEH-
Hble 3a60/1IeBaHMs).

CnepyeT 3aMeTUTb, YTO Y MHOTMX MaLMEHTOB He yaaeTcs Bbis-
BUTb KOHKPETHbIN NpuUynHHbIN dakTop CCA-TIH. Mo aaH-
HbIM MUPOBOW NnTEpPaTypbl, oT 25 o 50% cnyvyaes CCA-T3IH
OTHOCHTCH K MAMOMNATUYECKUM.

CornacHo COBpPEMEHHbIM NpeAcTaBfieHUsM, B OCHOBE
3a60NeBaHUA NEXWUT CUrHaN-UHAYLMPOBAHHbLIM anonTo3
KepaTtnHouuToB [6—8]. CneacTtBMeM ero aBAseTcs oTcrnoe-
HWe anuaepmuca OT AepMbl, YTO COMNPOBOXAAETCA XapaK-
TEPHOWN KNMHMYECKON cMMnToOMaTuKon. CurHan K anonTtosy
peanuayeTtca Npu B3aUMOAENCTBUMN €r0 UHAYKTOPOB C MeM-
6paHHOM Monekynon — aHTureHom ARO-1/Fas (CD95),
OTHOCHLLENCA K CEMENCTBY peLenTopoB daKTop HeKpo3a
onyxonu (TNF) a. JlekapcTBeHHble CpeacTBa U UX MeTabonun-
Tbl, UHPEKLIMOHHbIE areHThbl U Apyrne NpuinMHHbIEe GaKTOoPbI
CTUMYNMPYIOT NPOAYKLIMIO KEpaTUHOLMTaMM NTnraHaa anon-
TO3a, u3BecTHoro Kak CD95 (FasL)-nurana. ARO-1/Fas
(CD95) akcnpeccupyeTcs Ha KNeTKax MHOMMX TUNOB, B TOM
yucne KepatuHouwutax, a FasL-nuraHg — B OCHOBHOM
Ha aKTMBMpoBaHHbIX T nuMdouunTax. Fas-aHTuren (CD95)
BbIMONHAET GYHKUMIO peuentopa Ans CUrHanoB anon-
To3a. YcTaHOBNEHO, 4TO npu TAH B anugepmuce MoBbl-
weHa akcnpeccua TNF a. AkTnuBauma Fas o6ycnosnvBaet
ero B3aumogencteune c¢ Fas-accoummpoBaHHbIM GENKOM,
coAeprallMM [AOMEH, MHAYLMPYIOWNN CMEPTb KIETKW.
Mpouecc anonto3a MOXeT O6biTb GOKMPOBaH GelKaMu-
WHrMOUTOPaMK, 4YTO MpefoTBpallaeT AalbHEWLWYI0 3IKC-
donnaunto anmagepmuca, o6ycroBAMBAET CHUKEHNE YMucna
6aKTepuasbHbIX OCMIOXHEHUA W YBENMYMBAET BbIXKUBaE-
MOCTb 60/1bHbIX. 3TO 060CHOBLIBaET LEeNecoobpas3HoOCTb
BHeApPeHUs B NpoToKonbl feveHns CCA-TAH dapmakono-
rTMYECKUX NpenapaToB, COAepKalnx GNOKMUPYIOLLIME aHTHU-
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Tena (BHYTPUBEHHbIE MMMYHOII00YNMHbI, aHTK-Fas, aHTK-
TNF v gp.).

MpeanonaratoT y4yactie B pa3sutum CCL MMMyHOKOMMNEKC-
HbIX peaKkuun runepdysctButenbHocTy Il Tuna, xoTa oTnoxe-
HME MMMYHHbIX KOMTMIEKCOB B KOXE ABASEeTCS Hecneunduy-
HbIM M HEeNnocTosiHHbIM. CuuTaloT, 4to B pa3sutum CCA-TIH
MOTYT UrpaTb POib MMMYHOOMNOCPEAOBAHHbIE LIMTOTOKCHYE-
CKME peaKLuW, HanpaBNeHHble Ha paspylleHue KepaTUHO-
LIMTOB, 9KCNPECCUPYIOLLMX YyKEPOaHbIN aHTUreH. CocTosiHne
HanoMWHaeT r’MNepYyBCTBMTENbHOCTb C OTCPOYEHHON peak-
LlMen B OTBET Ha NEPBUYHYIO IKCMO3ULUIO aHTUTeHa 1 6onee
TAXKENON peaKuunen Npu NOBTOPHOM €ro 3KCNO3ULMK.
[Mctonornyeckasa KaptnHa CC—TIH xapaKkTepusyeTcs 1MMm-
dpoumTapHom MHOUNbTPaUMeEn B o6GNACTM MNepexoda anu-
fepmuca B AepMy M BOKPYr COCYAOB [AepMbl, €e OTEKOM,
HEKPO30M annaepMasibHbIX KepaTtounToB, GOPMUPOBaAHMEM
cyb6anuaepManbHbix 6ynn. B cocTtaBe KAETOYHOro MHQUIb-
TpaTa npu CCA-TIOH o6HapyuMBatloTca Takxe MaKpodaru
W oeHapouuTbl, obnagatowme BoiparkeHHon TNF a — nmmy-
HOPEaKTUBHOCTbIO. B Taxenbix cnydasax npu natomopdonoru-
4YeCKOM UccneaoBaHum BbiIBAsSeTca GUOPUHOUAHBIN HEKPO3
B XenyaKe, ceneseHke, Tpaxee 1 6poHxax.

KnuHu4yecKas KapTuHa, OC/I0XKHEHUS

HecmoTtps Ha T0, 4To cuHapom CtuBeHca—/[KOHCOHaA U TOK-
CUYECKUN anunaepMalbHbli HEKPOAM3 paccMaTpuBaloTcs
B HacTosIlLLee BPeEMS KaK BapuaHTbl €AMHOr0 NaToN0rMyecKo-
ro npouecca, pasnuyalolmecs paamepamu naowagm otcnoe-
HUS anMaepmMuca, B COBPEMEHHON MEAULIMHCKOM iMTepaTtype
onMncaHbl HEKOTopble KnHnyeckme ocobeHHocTn CCL n TAOH.
Mbl co4nu LenecoobpasHbiM NPeacTaBuTb UX B 0606LLEH-
HOM BMae HUXKeE.

CuHpapom CrtuBeHca-[)kOHCOHaA. B aHamHe3e wmoryT
BbIIBASTLCS MpeaLecTByoWmne anm3oabl MHOrOGOPMHOWM
aputembl unn CCA. B TvNMYHBIX crnyvasax MaHudecTauum
CC/[ npeglwecTByeT KapTWUHa OCTPOro pPecrnupatopHOro
3a60/1eBaHNA BEPXHUX AblXxaTeNbHbIX NyTen (rpunnonogo6-
HblM NMpoApoOMasbHbIM Nepuoa) ANUTENbHOCTbIO OT 1 cyT
[0 2 Hed. B TeyeHune aTOro nepuopa BO3MOXHbI inxopas-
Ka, 6051 B ropne, 03Ho6, ronoBHas 60/b, HEAOMOraHue.
Y yacTv mauueHToB MOryT HabnogaTbCs pBOTa U Avapes.
Koxa 1 cnuaunctble 060/104KM NoparkatoTca BHe3anHo. 3ya
He xapaKTepeH. Y nogasnsiowero 60nbWKWHCTBA NaLUEHTOB
MaHubecTauua KIMHUYECKUX MNPOSABAEHUN COMpPOBOXKAa-
etca GebpunbHON NUXOpagKon. [AnuTenbHas nuxopagka
M ee HapacTaHue UK yXyALlEeHWe NOKasbHbIX U3MEHEHWN
[JaloT OCHOBaHue npegnonaratb HacllOeHWe BTOPUYHOWM
MHeKUNK. ToparKeHne CAnM3ncTtorn o60JI04KK MOMOCTH pTa
B BM/€e Ny3blpen U 3p03nU MOXKET ObITb HACTONIbKO TAXENbIM,
YTO MauMeHTbl He MOryT MWUTb M ecCTb. bonbHble C BOBME-
YEeHMEeM CNU3NCTON O060NOYKM YPOTreHUTaNbHOro TpaKTa
npeabaABASAOT afobbl Ha AW3YPUID WAM HECMOCOBHOCTb
NOMOYUTLCA. TUMUYHBIMKU CUMNTOMaMK ABASIOTCA Kallenb
C OTXOXXOEHWEM TyCTOM THOMHOW MOKPOTHI, rofioBHas 601b,
HegomoraHue, apTpanruun. Ecam npuymHHbIM GaKTop HE anK-
MWUHUPOBAH WMAW MaUMEHT MoABeprascs ero NoBTOPHOMY
BO3ENCTBUIO, BO3MOXEH PeLnIMB NaTonorMyecKoro npo-
uecca. MoBpexaeHnsa Koxu npu CCL mMoryt umeTb Nobyto
noKanuszauuio. NpenmylecTBEHHO NopaxaloTcs NafoHM,
NoAOLWBbI, Thl/IbHblE MOBEPXHOCTU KUCTEN, pa3rnbaTtenbHble
NOBEPXHOCTU KOHEYHOCTEW. BbIiCbiNaHUA MOryT OrpaHuyu-
BaTbCA OAHOW WMAM HECKONbKMMKM obnactamu Tena. Yacrto
CblNb reHepanuM3oBaHHas, pacrnofiaraercs Ha nvue, Tyno-

BULWE. BHavane Ha Koxe NosSIBAAOTCA MNSATHA, 3aTEM OHMU
npeBpaLllaoTcs B Nanyibl, BE3UKY/bl U 6ynNbl, ypTUKAPHbIE
3/IEMEHTbl UKW CAWBHYIO 3pUTEMY. TMMWYHOE MOpPaXKeHue
Koxu npu CC HanomMuMHaeT MO BHEWHEMY BUAY MMWILEHb,
MMeloLLYyo [1BE 30HbI LiBeTa — LeHTpanbHyto u nepudepu-
yecKylo. LleHTpanbHasa 30Ha npeacTaBneHa MNy3blpbKamy,
remopparMsamMu MM HEeKpo3oMm, MHOrda B LIEHTpe pacnona-
raeTcs ny3blpb, 3aNOSIHEHHbIV CEPO3HbIM UK FremMopparunye-
CKUM coaepxumbiM. Mepudepnyeckasa 30Ha npeacraBneHa
NATHUCTOM 3pUTEMON. MULIEHEBUAHBIE MOPAMXKEHUA KOXN —
BaKHbIK Npu3Hak CCL. BbicbinaHWsa npeBpallatoTcs B Kpyn-
Hble Ny3blpn — Gyn/bl, pacnonaratmlmnecs cybannaepmanb-
HO. BcKpbiBasicb, OHM OCTaBAAIOT AepMY OOHa*KeHHOW. TaKkas
KOXa npeapacnosioxeHa K UHOMLMPOBaHMUIO B CBA3M C yTpa-
TOW anuTenuanbHoro 6apbepa. y3bipn xapaKTepusyTca
rpynnoBbiM pacnonoxeHnem. OHWM MOryT 6biTb pas3n4yHoOM
BE/IMYUHbI; Yallle — C HaMpPSKEeHHOW MOKPbLILWKOKN, pexxe —
C BSANOM (Kak npaBuio, y 6onblwux ny3bipen). MNnowaab
OTC/IOEHUS anuaepmuca He npesblwaetT 10% noBepxXHOCTH
Tena. o TswecTM U O6WMPHOCTU Ha MEPBLIN MaH BbICTY-
naeT 3pPO3MBHOE MOpaXKeHWe CAM3KUCTbIX 060/0YEK, Yalle
BCEro eCTeCTBEHHbIX BbIXOAHbIX OTBEPCTUM: rnas, NnosaocTu
pTa, MOYEMNOsI0OBOM CUCTEMbI, aHyca. [pu OTCyTCTBMM naTo-
reHeTM4ecKkn O0OOCHOBAHHOW Tepanuu BbICbIMAHUA MOTYT
npoaonatbcsa B TedyeHne 2—4 Hend. NopaxkeHue CaM3ncTomn
060/104KM MOMOCTU pTa — XapaKTepHbih npudHak CCU.
Ha ry6ax, cnuaucTton 060104Ke WeK, Hebe NOABNAOTCS pas-
NiMTas apuTemMa, OTeK, N BO3HMKAIOT TOHKOCTEHHbIE My3bIpH,
3amno/IHEHHbIE CEPO3HLIM MW CEPO3HO-reMopparMyeckum
coepKnMMbIM. Iy3blipn GbICTPO BCKPbLIBAIOTCA U Ha UX MecTe
06pasyloTcs o6WMpHbIe 60N1e3HEHHbIE 3p03nKU. BbipaxeHa
canmBauus. MNonocTb pTa 1 93blK NPeACTaBAAOT COO60MN KpPo-
BOTOYALLYO PaHEBYI MOBEPXHOCTb, MOKPLITYIO XKENToBaToO-
CepbiM HanetoMm, COCTOSAWMM M3 HEKPOTU3MPOBAHHOMO
anuTenus. A3blK OTEYHbIW, rYCTO 06JI0XKeH. [y6bl onyxiiuve,
MOKPbITbl 3aCOXIWIMMWU KPOBAHUCTbIMM KOPOYKaMu U OTTOP-
raloMMnUCs HEKPOTMYECKMMU MaccaMu. POT oTKpbiBaeTcs
C TpyAoM. M3-3a nopaxeHus cnm3ncton 060104KU NONOCTH
pTa nauueHTbl He B COCTOSIHUM MPUHMMATb MULLY, pa3roBapu-
BaTb. [1pM 3p0O3MBHOM MOpPaXKeHUU NULEBOaa B Nocneaylo-
Lem mMoryt GopMmMpoBaTbCs CTEHO3bl. IPO3UBHO-A3BEHHbIE
NOpa*KeHUs KOHbIOHKTUBbLI W/WUAN POroBULbI, Pafy*KHOW
060104KN a3 (6n1ePapoKOHBIOHKTUBUT, KEPaTOKOHbIOH-
KTUBUT, UPUAOLMKIUT) TaKKe Tunu4yHbl ana CCA. OHn nmetot
MeCTO Y nogaBnsitolwero 60/AbWNHCTBA NALMEHTOB U MOTyT
ObITb NPUYMHON NOTEPU 3peHUA. B nonoBuHe cnyyaes nopa-
XalTCqd U CNU3UCTble 060I0YKU MOYENONOBOM CUCTEMBI
B BWAE 9PO3MBHOr0 By/bBOBArMHMTa Man GanaHonoctuTa.
Mocne 3aXMnBAEHUS 3PO3MBHbLIX MOBEPXHOCTEN Y Ma/Ib4UKOB
BO3MOXHbI CTPUKTYPbI YpeTpbl. Y AeBOYEK HepeaKo Habnio-
JaloTcs KPpoBOTEYEHUS U3 MoYeBoro ny3bips. TedeHne CCL
COMPOBOXAAETCS TaKXe HecneundU4ecKorm cumnTomaTu-
KOW: NMXOpafKon, TaxMKapauen, runoteH3nen. B Taxenbix
cly4yasix BO3MOXHbI HapyleHne Co3HaHus, NPUCTynbl Cyao-
por, Koma. CneayeT npu3HaTtb, YTO N1abopaTOPHbIX AAHHbIX,
no3BosiaoLIMX BepuduumnpoBaTb anarHo3 CC/, ao cux nop
He cyulecTByeT. B nepudepnyecKon KpoBU HEPEOKO BbISB-
naeTcs NenmkoumuTo3. BbICOKMI NENMKOLMTO3 CAYXKWUT BEPO-
ATHLIM MPU3HAKOM BTOPUYHOIO MHOMLMPOBaHUA. Buoncusa
KOXW NOATBEPXAAET ANarHo3, HO He ABNSETCS HEOTIOKHOWM
OMarHoCcTMYeCKon npoueaypon. PesynbraTbl rMCTONIOrMYe-
CKOro uccnenoBaHus 6uvontaTa CBWAETENbCTBYIOT O Cy6-
anuaepManbHOM PacnofioXeHUW Ny3bIPEN, YTO XapaKTePHO



ana CCL. Kpome Toro, BbIIBASKOTCA HEKPO3 KNETOK anunaep-
MWca 1 nepuBackynspHas numobounTapHas MHOUAbTpaLMS.
NletanbHocTb npu CC/ coctaBnsieT 5% [2]. OcHOBHasa npwu-
YMHA CMEePTHU NaLMEHTOB — CEMCUC.

ToKcuyecKu a3nuaepmanbHbii HeKponaus. [Ipoapo-
MasbHbl Nepnoa B BUAE HEAOMOTraHUs, NMXOPaAKK, apTpan-
MR, MWaNrMn O6GbIMHO KOpO4Ye W COCTaBAsSIeT B CPeAHEM
2-3 AHfl, MOXET YKopayunBaTbCa A0 1 AHA UKW YAMHATHLCS
[0 3 Hed. Bo3dMOXHbI rofioBHas 60/1b, Kallenb, PUHKUT, CHUXKE-
HWEe anneTuTa, TOWHOTa MAX PBOTa B COYETAHWKU C AMapeen
Unn 6e3 Hee, KOHbIOHKTUBUT, KOXHbIN 3yad. [loBpexaeHus
KOXW W CAUM3UCTbIX 000/I04EK BO3HMKAlOT BHE3aMHo,
COMpPOBOXAaloTCA BbICOKOW fMXopadKkow. 3ya He XapakTe-
peH. OcHOBHasa anoba, KOTOPYLD MNpeabaBASOT nauueH-
Tbl B nepuog pasrapa 60/e3HH, reHepanuM3oBaHHas
60nb, accoumMmMpoBaHHasa ¢ BbiCbinaHuamu. TOH B ocTpoK
dasze (8—12 gHen) BKIOYAET NEPCUCTUPYIOLLYIO Nnxopad-
Ky, OGLUIMPHBLIN 3NMAEPManbHbIi HEKPONU3 U 3KCHoNMaLMIo
KOXM, MOpa*KeHue CNU3UCTbix oboniovyeK. 3aboneBaHue
Ha4YMHaAETCH C UHTEHCUBHOW KOXXHOW 3puTEMBI, 6bICTPO NpPO-
rpeccupytolLen B Te4eHne 1—2 aHen 4o 06LMPHOro anuaep-
ManbHOro HEeKponusa. lMoparkeHns KOXK MOryT ObiTb Npes-
CTaBneHbl 60/1€3HEHHBIMU, KIYYUMU IPUTEMATOZHLIMU UK
KopenoAo6HbIMW NSTHaMK, pacnonaralwumMmncs BHavane
M301MPOBaHHO. OHM NOABASIOTCA CUMMETPUYHO Ha TULLE MK
rpyau, 3aTeM pacnpoCcTpaHATCa No BCemy Teny, 6bICTPO CNK-
BasiCb ApYr ¢ APyromM, 3aHMmas 6onblive nnouaan. B Teve-
HWE HECKOJIbKMX YacoB Mocie BO3HUKHOBEHWS 3pUTEMbI MPO-
MUCXOAMT OTCNoeHMe anuaepmuca. Mpu NPUKOCHOBEHMU OH
CKOMb3WUT 1 CMOPLIMBAETCS NoJ nanablLaMu, NIErko oTTarMBa-
eTcs, a 3aTeM oTcamBaeTcsl, obHaxkas aepMy. O6pasyoTtcs
06WHPHbIE 0YEeHb 6ONE3HEHHbIE 3PO3MBHbIE MOBEPXHOCTH,
yepes KoTopble NponoTeBaeT 60/bloe KONMYECTBO KUAKO-
cTW. Y B3pocnoro nauneHta ¢ TOH B 1-10 Hea 3aboneBaHus
noTepu BoAbl YePE3 NOBPEKAEHHYIO KOXKY COCTaBAsAT 2—4 N
B CyT. HEKpO3 anuaepmuca ¢ nocnesyowmnm oTCIOEHNEM ero
OT AepMbl — MATOrHOMOHWYHbLIM Npu3Hak TIOH. lnowaab
OTCNOeHUsa anuaepmuca coctasnsetr 6onee 30% nosepx-
HOCTM Tena. CKONJeHue KUAKOCTU B 30HE OTC/OMBLUIErocs
anuaepmuca MNpuBOAMUT K MOABAEHUIO APAGMAbIX My3bipen.
Mpn mManenwem HagaBAMBaHWKW Ha My3blpb €ro pasme-
pbl YBEMYMBAKOTCA B CBA3M C OTC/IOEHMEM anuaepmuca
no nepudepuu. NoparkeHHasa Koxa rno BHELHeMY BUAY Hamno-
MUHaeT TepMuyeckuin oxor Il ctenenn. ng TOH xapaktepeH
NONOXKMUTENbHbIA cUMNTOM (beHoMeH) HMKONbCKOro: a) npwu
NnoTArMBaHWM 3a OOPbLIBOK MOKPbLIWKK MNy3blps 3NMAEPMUC
OTC/NlanBaETCs AarKe Ha BHELWHE HEU3MEHEHHOM KOXe pagom
Cc nyablpem; 6) Mpy CKOMb3ALWEM HagaBIMBaHUM Ha KOXY
NIErKO NPOUCXOANT OTCNOEHME ANUAepMUCca OT NoANeKallen
NOBEPXHOCTW. ANUAEPMUC OTCNaMBaeTCs Npu TPEHUU Nanb-
LieM 340POBbIX Ha BMA YHaCTKOB KOXM, PAcnofIOXEHHbIX KaK
MeXAay Mny3blpsiMU UKW 3PO3USIMM, TaK U BAanuM OT 04aros
nopakeHusl. B matonorn4yecknin npoLecc BoBAEKAlOTCH CuU-
3ucTble 060/104KKN. OCOBEHHO CTpaAatoT AblxaTenbHas cucTe-
Ma, XeNnyao4YHO-KMLIEYHbIR TpaKT, MOYenosioBas cucrtema.
OPpO3UBHOE MOparKeHUE CIU3UCTbIX 060SIOYEK HacTo NpejLue-
CTBYET anunaepmanbHOMy HEKponanay. 3a 1-3 AHA OO0 MaHu-
decTaummn KOXHbIX MOBPEXAEHUIA NOParKaeTcsl KOHbIOHKTUBA
rna3. Bo3HMKalOT U3bA3BIEHUSA CIM3UCTOM OBO0HKKU MOJIO-
CTW pTa, HOCa, MMOTKK, Tpaxeu, 6POHX0B. MyKO3UTbI COMPOBO-
XOaTCa pe3Kon 60NEe3HEHHOCTbIO, B CBSA3M C YEM NaLMEHTbI
C TPYAOM OTKPbIBAIOT POT U HE B COCTOSIHUM NPUHUMATb MULLY
W NUTb Boay. Ha ¢oHe 60/1e3HEHHbBIX 3PUTEMATOSHbIX MATEH

Ha rybax, BHYTPEHHEN MOBEPXHOCTU LLEK, HebGe B TevyeHue
HECKOJIbKMX 4acoB 06pas3ytoTcs KpynHble Apsibnble ny3bipu
C TOHKOW CTEHKOM U MOPLMHUCTOM NOBEPXHOCTbIO, MECTaMM
cnvBalowmecss Mexay cobou. loKpbllwKa ny3bipen nerko
BCKpblBaeTcs, 06Haxasa 06LNPHblIE 3PO3MBHbIE MOBEPXHO-
CTU C CEPO3HbIM MW CEPO3HO-KPOBAHUCTLIM OTAENAEMbIM.
[lecHbl OTeYHbl, 60NEe3HEHHbI, MOBbILEHA WX KPOBOTOYM-
BOCTb. #A3blK rycTO OG6/I0XEH rPA3HOBATO-CEPbIM HaNETOM.
XapaKTepHa BblpaxeHHast 60/1e3HEHHOCTb HE TONbKO Mopa-
YEHHOW, HO Y UHTAKTHOM CM3UCTOM 060/104KK. Npu ToTanb-
HOM MOpa)eHWM pas3BMBaETCH A3BEHHO-HEKPOTUYECKUN
ctomMaTuUT. [ybGbl OTEYHbl, MOKPbITbI FEeMopparnyecKUmMu
KOpOYKaMu, Ha MECTE BCKPbIBLUMXCS Ny3blpen — G0E3HEH-
Hble KPOBOTOYaLLME 3PO3MKN C CepoBaTo-6€eibiIMU NO0CKaMM
HEKPOTU3MPOBAHHOIO anutenus. Moryt HabnaaTbCs Takxe
3p03MK CAU3KUCTbIX 060NOYEK Bharanuuia, ypeTpbl, aHyca.
Mpn TOH 06bI4HO NpeobnagaeT NoparKeHWe KOXKW, ofHa-
KO BO3MOXHbl Myb6OKME S3BEHHO-HEKPOTUYECKUE HU3Me-
HEHWSA U OTCNIOEHWE CAU3UCTBIX 060N0YEK FOPTaHKU, TPaxew,
OPOHXOB, XENyA04YHO-KULIEYHOrO TpaKTa, MOYEBOro My3bl-
ps, ypeTpbl. [eMopparnyecKni KOHbIOHKTUBUT MOXKET ObiTb
OOHWM U3 CaMblX PaHHUX NPU3HAKOB 601e3HU. TyOynsapHbIn
HEKPO3 NPMBOAWUT K Pa3BUTUIO OCTPOM MOYEYHOW HepocTa-
TOYHOCTHU. HacTbiM ocnoXHeHMeM TOH aBnaeTca NHEBMOHMUS.
MHorga HabnogaeTtca BbiNageHWe BOMOC, pecHuu, U 6po-
BEWN, OTXOXAEHMEe HOITEeBbIX MIACTMHOK Ha KUCTSAX W cToMnax.
TAKeCTb COCTOAHUS NALMEHTOB ONPEAENSETCS BblparKEHHbIM
60n€eBbIM CUHAPOMOM, TAXKENOM UHTOKCUKALMEN, HapyLEeHW-
eM GYHKLUMK BCex opraHoB u cuctemM. OTMevaeTcs peskas
©0/1E3HEHHOCTb HE TOJMbKO MOPa¥]EHHOW, HO U 340POBOM
Ha BMI KOXMU. B cBSA3M € OBLLIMPHOCTBIO MOPaXKEHUS KOXHOro
NOKPOBa W yTpaTon 3alMUTHON GYHKLMU KOXM U CIUBUCTbIX
060/104€K HEN3B6EXHbI MHPEKLIMOHHbIE OCNTOXKHEHUS. B nep-
Bble CYTKM OCHOBHbIM BO36yauTENEM ABNSETCS 30/I0TUCTbIN
CTapUNOKOKK, B 60s1ee NO3aHMUE CPOKM NPUCOEaNHSETCH rpa-
MoTpuuaTenbHas dnopa. Cencuc aBASETCA OAHOM U3 Hau-
6onee YacTblX MPUYMH NeTanbHbIX MCX040B. BonbHble UMme-
10T BbICOKMM PUCK 0OE3BOXMBAHUSA, BOAHO-3NIEKTPOSUTHBIX
HapyweHun, OABC-cuHapoma. BoBneyeHue B natonorunye-
CKMW Mpouecc CNM3ucTor 06O0N0YKM MULLEBAPUTENBHOIO
TpaKTa COMPOBOXAAETCA CUHAPOMOM Manbabcopbuuu.
KnuHuyeckylo KaptuHy TOH gononHAT Hecneuubuyeckue
CUMNTOMbI: TUMNEPNUPEKCUS, BTOPUYHAA apTepuanbHas
rMNOTEH3US BCAEACTBUE TMMOBOMEMUM, BbIpaXKEHHas Taxu-
Kapaus. MNpu 6naronpusaTHOM TEYEHUU MPOUCXOAUT pereHe-
pauus anMaepmuca, U KOXHbIM MOKPOB BOCCTaHaBNMBAETCS.
[Ona penapaTuMBHbIX MNpoLLEecCOB 0O6bIMHO TpebyeTcs CPOK
10 3 Hel. HeKponus peako peunanBupyeT Ha ydyacTKax, rae
NPOUCXOAMUT anuTennsauns. na BoCCTaHOBAEHUS LLENOCTHO-
CTW CAU3KCTbIX 060/104eK TpebyeTcs 60nblLINK Nepuoa Bpe-
MeHMU. JTabopaTopHbIX AaHHbIX, MO3BONAOLWMX BEPUPULMPO-
BaTb AnMarHo3 TAH, o cux nNop He cyllecTByeT. JleTanbHOCTb
pocturaet 30-35% [2]. Hanbonee yactble NpUYMHbI CMep-
TW — Cencuc, TMNoOBOJIEMUS.

Mpome)xyToyHbie ¢opmbl CCA-TIH («overlapping»
SJS-TEN). OCHOBHOW KPUTEPUNA MNPOMENKYTOYHbLIX GOpPM
CCA-TOH — oTcnoeHue anuaepmuca naowagblo oOT
10 po 30% noBepxHOCTM Tena. KnuvHuWYeckue npossne-
HUSI COOTBETCTBYIOT KapTUHE BbllEONMCaHHbIX CUHAPOMOB.
JleTanbHoCTb Kone6netca B npegenax 10-15%.
OcnoxHeHnss CCA-TIH. MHOro4YnCNEHHbIE OCNOXHEHUS
CCA—-T3H MOXHO 06bEAUHWUTL B HECKONBLKO rpynmn Mo npuH-
LMy nopaxkeHus OTAENbHbIX OpraHoB unu cuctem [4]:
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1. KoKHble OCNOXHEHUS: 6aKTepuanbHaa paHeBas MHOEK-
LMS, UBMEHEHNE MUITMEHTALMU KOXK (TMMO- UK runep-
NUrMeHTauus), noteps Uan AUCTPoPUs HOrTeMn, rmnoru-
po3, bopmupoBaHue pybLIOB, anoneuus.

2. OCNOHEHUS CO CTOPOHbDI Ma3: KOHbIOHKTUBUTbI, KEpaTh-
Tbl, AKTPOMMWOH WAN SHTPOMUOH, NEPESHUI YBEUT, 3P03NS
pPOroBuLbl, CUHAPOM CYXOro rnasa, aHkunocumbneda-
POH, poTodhobUs.

3. OCNOXHEHUS CO CTOPOHbI XKEeNyaoYHO-KULEYHOrO TpakK-
Ta: XPOHWYECKas KCepoCTOMWS, XPOHUYECKME 3PO3UKU
MofioCTU pTa, CTPUKTYPbl MNUWeBoAda, NepuaHanbHble
abcLeccol.

4. OCNOXXHEeHUs Co CTOPOHbI MOY€EMOI0OBOM CUCTEMbI: OCTPpast
noYyeyHas HeLOCTaTO4YHOCTb, KPOBOTEYEHUS U3 MOYEBOIO
ny3blpsi, 6aNaHONOCTUT, CTPUKTYPbI YPETPLI Y MaSlb4MKOB,
BY/IbBOBArMHWT, CTEHO3 BNaranuuia, XpOHUYECKNE 3PO-
31K MNOMOBbIX OPraHoB.

5. JleroyHble OCNOXKHEHUS: MTHEBMOHMUS.

6. [eMaTonorn4yecKkne OCMOKHEHUS: NIEMKOMEHUS, HOPMO-
XPOMHasi HopMoOLUMWTapHas aHeMusi, TPOMOOLIMTONEHUS,
HEenTponeHus.

7. Cencwuc.

8. Pa3H006pa3sHble OCN0XHEHWS: TMMIOBONEMNSA, MacCUBHOE
KMleYyHoe KpoBOTeUYeHWe, aMBOUS IErOHHON apTepUn.

JleueHue

Mpn ycTaHOBAEHHOM NpuynHe pas3utua CCL-TOH Heob-
XOOAMMO MpeKpaTUTb dajibHenlee BO3OENCTBME ITUOSIOMU-
yeckoro ¢daktopa. «BUHOBHbIN» NIEKapCTBEHHBIN Npenapat
TpebyeT HeMea/IEHHON OTMEHbI.

O6uwume noaxoabl K Tepanun npu CCA-TIH cxoaHbl ¢ TaKo-
BbIMWU MpPU TepMUYECKMX oxorax. OOHaKo, TEPMUYECKUM
OXKOTr NPOAOIKAETCH KOPOTKMIM Nepmnoa BpeEMEHU (HECKONbKO
ceKyHa), a CCA-T3H nporpeccupyeT B Te4E€HUE HECKOJb-
KWX OHeW nocne rocnutanu3auuu. NpaBaa, HEKPO3 KOXKM
npu OXorax 4acto 6onee rny6okumn, 4em npu CCA-T3H,
XOTS MNfoulab NOPaXeHUss KoM B 0O60MX Caydasix MOXKeT
ObITb 3Ha4YUTENIbHON. OCHOBHbIE NMPUHLMIbI yX04a U NevyeHus
605bHbIX ¢ CCA—-T3H: NOCTOAHHLIW KOHTPONbL TEMMepaTyphbl
OKpyKatollen cpefdbl; TwaTtenbHbli 0OWWI yxo4 npu CTpo-
roM co6/I0AeHUN NPaBU acenTuKK; co3JaHne CTEPUSIbHO-
r0 MUKPOOKPYXEHMUS; OTKA3 OT KaKMX-TM6O MpuannatoLmx
(aare3nBHbIX) MaTepuanoB Mpu yXo[e 3a KOXeW U CIIN3UCTbI-
MW 060/104KaMK B nepuoa pasrapa 601e3HU; obecrnevyeHne
CTabuNbHOro JocTyna K nepudepmnyeckon BeHe BHE 30HbI
nopakeHus; opraHM3auma paHHero aHTepasbHOro NUTaHus
yepe3 HasoracTpasnbHbli KaTeTep C nocneaylowum nepe-
XOAOM Ha CaMOCTOSITE/IbHbIA MpUMEM NUWK; NpodunakTMKa
CTPECCOBOW A3Bbl XKeNYyA0YHO-KMILIEYHOro TpaKTa; cneundum-
yeckas Tepanus (CUCTEMHbIE TMIOKOKOPTUKOCTEPOUIbI, BHY-
TPMBEHHbIE UMMYHOIN06Y/IMHbI); aHTUKOArynsHTHasA Tepanus
(npodunaktuka BC-cuHApPOMaA U TPOMBOIMBONNK); KOPPEK-
LM BOAHO-3NEKTPONMUTHBIX HapYLIEHUI; MeAMKaMEHTO3HbIN
KOHTPOJIb 60K U TPEBOTM.

Bce BMAbI TepaneBTUYECKMX BO3AENCTBUM, B KOTOPbIX HYX-
naetcs nauueHt ¢ CCA-T3H, moryT 6biTb CrpynnupoBaHbI
crneaylowmnmMm obpa3oM: O6LWMI yXo[, CUCTEMHOE ne4vyeHue,
MECTHOE fleyeHue.

0O6wmn yxon 3a 60nbHbIMM. MNauneHTol ¢ CCA-TIH noa-
nexart 06s93aTeNlbHOM rocnuTann3auumM B peaHnmMauuMoHHOe
oTaeneHne unmn 610K MHTEHCMBHOM Tepanuu (oNTMManbHO —
B nanatbl 419 OXOroBbIX 60/1bHbIX). BaxHOe 3HaYeHne nmeet
npaBWIbHO OPraHM30BaHHbIN yXoa 3a 60/1bHbIMKU. TaKTUKa MUX

BEAEHMA TaKas e, Kak npu oxorax. Heobxoaumo obecne-
YUTb MaAKCUMaNbHO BO3MOXHbIE CTEPUSIbHbIE YCNOBUS, YTO-
Obl HE AOMYCTUTb 3K30reHHOro MHGMUMpOBaHUS. lMauneHT
[IO/MKEH HaxoaMTbCca B TEMIOW nanarte, OCHalleHHON GaKTe-
PULMAHBIMX Namnamu, NOA COorpeBalolmMM Kapkacom. [ns
YMEHbLUEHUS MOTepb Tenna 4Yepe3 KOXy peKoMeHayeTcs
noaAepxunBaTb TeMnepaTypy OKpyXKatowen cpeabl B npeae-
nax 30-32°C. C aToM LEenbio MOXHO MCMNONb30BaTb TaKKe
TENNOBble 3KPaHbl, MHOPAKPACHbIE NamMbl U crneluanbHble
KpoBaTtu. PacTBopbl AN rTMrMEHNYECKOro yxoaa v aHTucen-
TUYECKOM 06PabOTKMN KOXKU U CIM3UCTbIX 060I0YEK AOIKHbI
ObITb TennbiMU. [lepea NpUMEHEHWEM WX PEKOMeEHAyeTcs
nogorpesaTb A0 35-38°C [2]. YunTbiBast 06LMPHOCTb Nopa-
YEHMS KOXHOMo NMOKPOBA M BbICOKMIM PUCK GaKTepuasbHbIX
OCJ/IOXHEHWUW, NPeanoYTUTENbHbIM ABSETCS OTKPbITbIA CMO-
co6 le4eHUs C MCronb30oBaHUEM aspoTepaneBTUHECKMX
YCTAHOBOK, ®Nionansunpyolmnx KpoBaten «KAMHUTPOH»,
nanaTt ¢ JaMMHapHbIM MOTOKOM CTEPWSIBHOIrO MOAOrPeToro
BO34yxa. BoBneyeHne B MaToONOrMYecKnm MnpoLecc Cau3u-
CTOM 060/104KM Tpaxen n GPOHXOB TpebyeT CBOEBPEMEHHOM
MHTy6aUMKN 1 annapaTHOM BEHTUIALIMKN IEFKUX.

MutaHune. Npu OGWMPHOM MOPAXKEHUM CAN3UCTON 06O0M0Y-
KM MONOCTM pTa M NuweBoda M HEBO3MOXKHOCTM Mpuema
nUWKM 4epe3 poT MOKal3aHO MNapeHTepasbHOe MNUTaHue.
Mo mepe cTabunmsaumn npolecca peKoMeHayeTcs paH-
HWM Nepexod Ha 3HTepanbHoe nuTaHue. [lokasdaHo, 4TO
paHHee 3HTepanbHOE MUTaHWE CHUMKAET PUCK CTPECCOBbIX
3B XeNyao4YHO-KMLIEYHOro TpaKTa, npeaoTBpallaeT 6ak-
TepuanbHyt0 TPaHCMOKaLMIO U 3HTEPOreHHoe MHPULMPO-
BaHue, oTaroujatowee nporHod CCA-TIH. CytoyHasa Kano-
PUMHOCTb MULLM PacCYMTbIBAETCA MCXOAS M3 NOTPEGHOCTH
30-35 KKkan/Kr B cyT. [Ana npegynpexaeHusa otpuuaTtenb-
HOro asoTucToro GanaHca notpebneHne 6enKka [OMKHO
cocTaBnsaTb He meHee 1,5 r/Kr B cyT [5].

CucremHoe nedeHue. [MIOKOKOPTUKOCTepouabl. lonsap-
HOCTb TOYEK 3PEHUs CneLmannmcToB pasHoro Nnpodunaa oTHoO-
CUTENIbHO MCMNONb30BaHMA [MOKOKopTUKocTeponaoB (IKC)
npu CCO-T3H ovyeBngHa. B ogHOM M3 3apybexHblX PyKo-
BO/CTB MO asyieprmyecknum 6onesHsam [9] npuBoanTcs aHanuns
MHEHWW TepaneBTOB, AepPMaTo/oroB U neanMaTpoB O Lene-
Cc006pas3HOCTU U IODEKTUBHOCTU NMPUMEHEHUS CUCTEMHbIX
'KC npu cuHagpome CtuBeHca—/[KOHCOHa, KOTOpble U3/0-
¥EeHbl B COOTBETCTBYWOLWMX y4ebHMKax. ogyepknuBasa auc-
KYCCMOHHOCTb BOMpOca v OTCyTCTBME YyOeaUTENbHbIX AaHHbIX
B noaaepxKy ucnonbloBaHua KC npu CCH, TepaneBTbl
CKNOHAIOTCS, OAHAKO, K HEeob6XOoAMMOCTM MX Hal3HayeHus
B TSXKENbIX Cly4yasX B CTAPTOBbIX BbICOKMX WU YMEPEHHO
BbICOKMX A03ax. [lepmaTtonoru 6o5ee KaTeropuMyHbl B CBOMX
CYXK[AEHUSX U B BONbLWMHCTBE CNy4yaeB HeraTMBHO OTHOCHTCS
K KOpTUKOCTepouaHou Tepanuu npu CCL, BNIOTb A0 YTBEPXK-
OEHUS 0 HEAOMNYCTUMOCTK NpUMeHeHns cuctemHbix FTKC npu
[aHHOW naTtonorun. bonee caeprkaHHoOW ABNSETCA MO3MLNS
negnaTpoB, NOAYEPKMBAIOLLMX HEOBXOAUMOCTb AaNbHENLLNX
NPOCNEKTUBHbIX uccnenoBanun abdektuBHocTr TKC npwm
CCA v TOH. CneunanucTtbl B 061acTv neanaTpumn He oTpuua-
0T BO3MOXHOCTb MCMNOMb30BaHUA CTEPOUAHLIX FOPMOHOB,
0COBGEHHO Npu Tsenom TedeHun CCL, OCTOPOXKHO aAenas
BbIBOA O TOM, 4YTO NPU paHHEM Ha3Ha4Y€HUN KOPOTKOro Kyp-
ca 'KC BO3MOXHO fgarke npekpalleHne nporpeccupoBaHums
npouecca. Ccbinasicb Ha COGCTBEHHbIN OMbIT, aBTOP PYKO-
BOJCTBA HaACTOATE/IbHO PEKOMEHAYeT paHHee Ha3Ha4vyeHue
npu CCL cuctemHbix TKC B afeKkBaTHOW [0O3e U cyuTaeT
HE3TUYHbIM NMPOBEAEHNE KOHTPOIMPYEMOro UCCNeaoBaHuUs



N0 MCK/OYEHMIO CTEPOMAHBIX FOPMOHOB M3 CXEM JieYeHus
faHHoro 3aboneBaHus. 1o MHeHuIo NaTTepcoHa u coaBT. [9],
Tepanusa N'KC Takke obg3aTtenbHa npu cuHapome Jlanenna.
[pn cBOEBPEMEHHOM Ha3HaYeHUN MX B afE€KBATHbIX A03aX
HabnogaeTtcs GbiCcTpast NONOKUTENbHAA AMHAMMUKA KOXHbIX
N CUCTEMHBIX NposBReHnn. OQHaKo, M3BECTHbIN POCCUMCKNUI
netckmin annepronor WU.WU. banabonkuH [10] yTBepAaaer,
4TO Npu pacnpocTtpaHeHHoM TOH BbiICOKME [03bl CUCTEMHbIX
KC samennsioT anuTenusaumio, cnocob6CTBYIOT AECTPYK-
TUBHbBIM U3MEHEHUSAM CINM3UCTbIX 060/04YEK U YBENUYNBAIOT
NPOUEHT CEMTUYECKMUX OCNOXKHEHMK. CornacHo ony6auKo-
BaHHbIM MM AaHHbIM, cucTeMHble TKC BBoasATcs npu TIOH
TONbKO MapeHTepasnbHo, A03a MX nogbupaeTcs UHAMBUAY-
anbHo (oT 4 fo 32 Mr gekcameTasoHa B CyT) U K 12—-14-m
CyT (MUK CENTUYECKMX OCNOXKHEHUIN) AOMKHA ObITb CHUXKEHA
10 MMHUManbHO HeobxoaMMow. B ogHOM 3 nocneaHux pabot
Parrillo n coaBT. [11] TakKe coobLWaloT 0 TOM, YTO leYeHune
cuctemHbiMn TKC naumneHtoB ¢ CCA-TIAH accouunnpyeTtcs
C BbICOKMM PUCKOM OCNOXHEHUN U CMEPTENbHOIo MCXoaa.
ABTOpbl OAHO3HAYHO YTBEPMKAAIOT, YTO [IIOKOKOPTUKOCTE-
pouabl npn CCA-T3H npoTuBonoKasaHbl. [10 MX MHEHUIO,
NPUOPUTET B JNIEYEHUM COXpaHseTcs 3a uuKknopochamu-
4oM, nnasmadepe3om, reMoananu3oM M BHYTPUBEHHbIMU
MMMyHornobynnHamu (BBUI). MmetoTcs coobuieHns o Towm,
410 cucteMHble NKC 3amennsatoT npoLecc Bbi3A0POBIEHUS
nauneHtoB ¢ CCA-T3H, yBennynBas pUCK MHOEKLMOH-
HbIX OC/OXHEHWIW, MacCKMpys paHHMEe MNPU3HaKWM cencuca
N TSHKENbIX MeNyAO4YHO-KULWEYHbIX KPOBOTEYEHWW, U TEM
caMblM MOBbIWAT CMepTHOCTb [2, 12]. Mo pe3ynbratam
OAHOr0 HEKOHTPOSIMPYEMOrO MPOCMEKTUBHOIO MccnefoBa-
HUS, CMEPTHOCTb B rpynne 60sbHbix CCA—-T3H, nonyyaBLwmnx
KC, 6bina B 2 pasa Bbllle N0 CpaBHEHMIO C rPynnon nauu-
€HTOB, KOTOPbIM HE Ha3Havanu cTepouHble ropMoHbl [13].
Bonee TOro, B NuTepaType onucaHbl cnydyan pas3sutua TOH
y NauneHToB, 4InTenbHo nevunBlumxcsa FKC no noBoay apyrmx
3aboneBaHui [14].

OaHaKo, UMeloTes coobLieHMs U 06 yCrewHoM MCnonb30-
BaHUKU cuctemHbix N'KC npu CCA-TIH. CTOPOHHUKK KOPTH-
KOCTEPOMIHOW Tepanuu yTBep»KaaloT, 4To cucTemHble TKC
noAaBNsAOT KACCMYECKUN KIETOYHO-OMOCPeAOBaHHbIN
MMMYHHbIA OTBET, Pa3BMBAMOLWMIACA Ha PaHHWUX CTaamax
naTonorM4yeckoro npotecca, n Mx npumeHexHre npu CCH-—
TOH natoreHeTnyeckn ob6ocHoBaHo [15]. lMpeactasnser
WHTEPEC PETPOCMEKTUBHbLIA aHann3 coobueHn 0 pesyb-
Tatax nedyeHua CCO-TIOH y geten n B3pOCAbIX B ANOHMY,
ony6/IMKOBaAHHbIX B MEAMLMHCKMX XypHanax 3a nepuoj
¢ 2000 no 2006 rr. [16]. AHanuaupytotes 52 cnydasa CCL
n 65 cnydaes TIH. MauueHTbl nonyvann cuctemHole MKC
WU KOMOUHWMPOBaHHYKD Tepanuio (cuctemHble TKC, BHy-
TPUBEHHbIE MMMYHOINOBYNINHbLI B BbICOKMX [A03ax W/wWau
nna3madepes). KombUHMpPOBaHHOE fleYeHMe Ha3Ha4danu
npu HeadHEeKTUBHOCTU MOHOTepanuu cucteMHbiMu KC
M ObICTPOM MpOrpeccupoBaHMn cumntomoB. [lpu 3Tom
80,8% nauuneHtoB ¢ CCA 1 60,0% ¢ TOH neuynnucb TONbKO
cucteMHbiMKn TKC, ns Hux 1/3 60nbHbIX CC 1 CTONBbKO Xe
nauveHtoB ¢ TOH nonyyanu nynbc-Tepanuto MeTUnnpea-
HM30M0HOM B Ao3e 125-1000 mr/cyT B TeyeHue 3 OHEW.
ABTOpPbI OTMEYalOT BbICOKYI0 3PDEKTUBHOCTb MOHOTEPANMUM
CCA-T3H cuctemHbimu MKC. N3 06wero yncna nauneHTos,
NeYmBLUMXCSH KOopTuKocTepouaamu (81 4enoBeK), TONbKO
0AVuH 6onbHOM (76 net, CCL, nynbc-Tepanus) ymep. Mo MmHe-
HUIO UccnefoBaTenen, CBEPXBbICOKME A03bl CUCTEMHbIX
KC (nynbc-Tepanusa) MOryT ¢ ycnexom MNpUMEHSATbCS AN

nevenuns CCL y aeten n B3pocnbiX. [pu oTCyTCTBUM NO3MU-
TUBHOIO OTBETA Ha MOHOTEpanuio CTepoMaamu pPEeKOMEH-
ayetcsa KoM6uHauus CBEpXBbICOKMX A03 cucTeMHbix KC
¢ BBMI. Kom6uHuposaHHaa Tepanus (FTKC B cBepxBbiCO-
Kux posax + BBUI + nnasmadepes) noKasaHa TaKxe npwu
nporpeccupoBaHnn TIH, XOTS PUCK NeTanbHOro Mcxojaa
B TaKMX Cy4asx Bcerga cylwecTByeT. ABTOPbI CTaBAT BONPOC
0 HEOBXOLMMOCTU NMOUCKa FEeHETUYECKUX MapKepoB, onpe-
AenaolWmMX NpeapacnonoXeHHOCTb K Mporpeccupyoliemy
TedyeHuo TOH, garke HECMOTPSA Ha UHTEHCUBHbIE NleYebHble
MeponpuaTHs.

Bonpocbl 0 go3ax W AJIUTENBHOCTU NEYEHUS CUCTEMHbLIMU
rMIOKOKOPTUKOCTEPOMAAMM TaKKe SBASIOTCA AMCKYCCUOH-
HbIMW. MHOr1e aBTopbl Nog4epKmBatoT, 4to npu CCA n TOH
npeanoYTUTENbHbI CBEPXBbLICOKME (YAapHbIE) A03bl CUCTEM-
HbiX TKC, BBOAMMbIE 3a KOPOTKMM MPOMEKYTOK BPEMEHM
(nynbc-tepanus) [17, 18]. OHM MoryT 6biTb 3ODEKTUBHbI
TOSIbKO NPW paHHEM NMPUMEHEHUN — B Havane 6one3Hu [9].
CornacHoO KiaCCUYeCcKoOW cxeme, nynbc-Tepanuio npo-
BOAAT MeTunnpenHu3onoHoMm B fode 10-30 Mmr/Kr B cyT
(Ho He 6onee 1000 mr/cyT) BHYTPMBEHHO B Te4yeHne 3 nocrne-
foBaTenbHbIx Hew. B npoTtokonax nevernns CCA-TOH y geten
Metry n coaBT. [19] npuBOAAT 403y METUANPEAHM3O0N0HA
16 Mr/Kr B CyT, BBOAUMYIO B Te4eHUe 3 HeW A0 Ha3Ha4YeHus
BBUI 1 B TeyeHue 3 gHen napannenbHo C HUMWU. Yamane
1 coaBT. [16] peKOMEHAYIOT OrpaHNUYUTb AMTENbHOCTb MyNbC-
Tepanuu 3 gHAMKU. Spies ¥ coaBT. [18] Takxe coobuwatoT
0 npumeHeruun cuctemHblx N'KC npu CCO-TIOH B cBEpxBbI-
COKMX 03ax B TedyeHune 2+1 aHen. [NpoTMBONOKa3aHMa aas
KPaTKOBPEMEHHOIO JleYeHus yaapHbIMK A03aMU MEeTUANPeS-
HM30/10HA MO XM3HEHHbIM MOKa3aHWAM OTCYTCTBYIOT. INynbe-
Tepanuio TKC npepbiBaloT HemeaneHHo, 6e3 nocteneHHowm
oTMeHbl. OTcyTcTBUE addeKTa nynbc-Tepanuu OKOKOpP-
TUKOCTEpPOMAAMK AUKTYET HeobxoauMocTb BBeaeHusa BBUT
B BbICOKMX A0O3aX.

B apyrvx npotokonax fieyeHus nauumeHtos ¢ CCA-TIH (noga-
pPOCTKM cTapwe 15 net u B3pOCable) NPUMBOAUTCS MybC-
Tepanusa geKcameTa3oHOM BHYTPUMBEHHO B fo3e 1,5 mr/Kr
B CyT B TeyeHue 3 aHen [20].

B nutepaType CoaeprKUTCA HEOQHO3HaYHas TpaKTOBKa cen-
TUYECKMUX OCIOKHEHWIM, CBA3AHHbIX C MPUMEHEHWEM CUCTEM-
HblX TKC B CBEPXBLICOKMUX U CPEAHMX J03aX, a TaKkKe npo-
TMBOPEYMBAsA OLEHKa WX BAMSAHUS Ha 4YacToTy neTalbHbIX
ncxofoB. C Hallen TOYKKU 3peHUs, NocnefHee CNoBO B 3TOM
cnope octaetcsd 3a Yamane et al. [16]. B cBoemM aHanutm-
YeCKOM 0630pe aBTOpbl YTBEP¥JaloT, Y4To 6rarogaps Kop-
TuKocTeponaHon Tepanum CCLA-TIH B AnoHun 3a 17 net
yaanocb [OCTUTHYTb 3HAYMUTENbHOrO CHUXEHUA 4ucna
NieTanbHbIX UCXOAO0B y B3POC/bIX M aeTen. Tak, 3a nepuoj
¢ 1981 no 1997 rr. nokasartenn cMmepTHoctn npu CCL
CHU3UAKUChb ¢ 6,3 Ao 1,9%, npu TOH — ¢ 21,6 go 6,2% [21].
PeaynbraThl JaHHOMO UCCNEfOBaHUS He MO3BOSAIOT Ha cerof-
HSAWHWI AEHb KaTErOPMUYHO 3asiBUTb 06 UCKTIOYEHUU CUCTEM-
Hbix TKC 13 npoTokonoB nevyeHnsa Bcex 60nbHbix CCA—-TIH.
besycnoBHO, Heobxoaum AnddepeHUMpPOBaHHbIA MOAX0A
K Tepanuu KOPTUKOCTEpPOMAAMU, UX [03€ U ASIUTENbHOCTU
Nle4YeHUs B KaXKAOM KOHKpPETHOM cnydae. CneayeT y4uTbiBaTb
He TOJIbKO TAXKECTb M PAcnNpPOCTPAHEHHOCTb NMOPaXKEHUS KOXM
W CNIU3UCTbIX 060M04YEK, HO U HaTMYMe CONYTCTBYIOLLMX 3a60-
NIEBaHWUM, OCNOXHEHUN, a TaKKe NpUHUMaTb BO BHUMaHue
aTnonornyeckun daktop CCA-TIH. UmetoTca coobueHus
0 TOM, 4YTO AnuTeNbHOe nevyeHue cucteMHbiMn TKC B cpeg-
HUX [o03ax repnec-accoumnpoBaHHoro CCA-TIOH moxkeT
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NPMBOAUTL K aKTMBaLUMW WMHOEKLMU, BbISBAHHON BMPYCOM
npocToro repneca, 1 peunansy CCA-T3H n mHorodbopmHowm
aputemsl [2, 22].

CucrtemHoe se4yeHune. BHYyTpUBEHHble MMMYHOI/1I00Y-
JINHBI. BHYTPUBEHHbBIE MMMYHOINOGYNUHbLI NPeAcTaBAfOT
co6oin nonucneundryHble UMMYHOTNOBOYNUHbI, WU3roTOB-
NIeHHble M3 Nnna3mbl 60AbWOro Yucna 340POBbIX AOHOPOB
(ot 3000 po 10000 4yenoeK). OHM BK/OYAIOT LIMPOKUI
CMEKTP aHTUTEN, CUHTE3UPYEMbIX MAa3MaTUHECKUMKU KNeT-
KaMW YeNloBEKa, a TaKXe eCTeCTBEeHHble ayToaHTuTena.
BBUI copepxat npemmyectseHHO 1gG (90-98%), Hebosb-
Wwoe Konu4yecTtso IgA un IgM, pacTtBopumblie peuentopbl —
CD4 1 CD8, 6eKu rnaBHOro KoMnjaeKkca rmCTocoBMeCTUMOCTH
yenoBeKa (HLA) n HeKoTopble ULMTOKMHbI [23]. KnnHUYecKun
adpodekT BBUI B neveHmnn CCA-TIAH gocturaercsa 6narogaps
HaNM4YMIO B HUX ECTECTBEHHbIX aHTU-Fas-aHTuTen. MNocneaHune
CNOCo6HbI MHIMBMPOBATL CBA3biBaHMe FasL-nuraHga ¢ Kom-
nnemeHTapHbIM emy peuentopoM Fas (CD95) n 6nokupoBaThb
Fas (CD95)-onocpenoBaHHbIM anonTo3 KepaTtuHOLMTOB. 3TO
npeaoTepallaeT AasbHenwylo akchonmaumio anuaepmuca,
06YyCNOBAMBAET CHUMXKEHMNE YnCcna GaKTepmasbHbIX OCOXKHEe-
HUI U YBENMYMBAET BbIXKMBAEMOCTb OOMbHbIX.

B HacTosiulee Bpemsa 3a pybexoM HaKomnaeH AocTaTou-
HO 60/bLION ONbIT ycnewHoro nedeHus BBUIT naumeHTOB
¢ CCA-T3H [24, 25]. NHTepecHble HabnaeHUS N0 NpUMe-
HeHuto BBUI y geten npuBoaat Metry n coaBT. [19]. ABTOpbI
0606LatoT COOCTBEHHbIM ONbIT MCNOAb30BaHua BBUI
y 7 naumeHToB ¢ CC/] B Bo3pacTe 3—15 neT 1 aHann3upyoT
28 cnyvyaeB CC-T3H y peTten, onucaHHbIX B nutepatype.
M3 ynucna Habnogaembix UMM NauMeHToB 5 geten nonyda-
M B TevyeHne 1-4 cyT Ao npumeHeHuss BBUI cucteMHble
'KC (1 pebeHoK npofonxKan nonyvyaTb rOPMOHbI B TeYEHUE
3 aHen napannensHo ¢ BBUI). BBUI BBoannu B cpeaHen
cyToyHon fose 0,5 r/Kr maccol Tena B TedeHue 4 nocnegoBa-
TeNbHbIX AHEW (CpeaHas cyMmMapHas no3a — 2 r/Kr, Koneba-
Hus oT 1,2 o 4,0 r/Kr). NpeKpalieHne KOXKHbIX BbiCbiMaHuim
0TMEYasnochb y BCEX NaLMEHTOB B CpeHEM Yepes 2 CyT nocie
BBefeHns BBUI. WccnepoBatenu nofvyepKkuBaloT pasHuLy
B CPOKaXx AOCTUXEHMUS MOSIOKUTENbHOIrO addeKTa Tepanuu.
Y 2 nauueHToB, He NIeYUBLUMXCA CTEPOUAHBIMM FOPMOHa-
MW, cTabunm3auns npouecca Habnwganacb Yyepes 24-48 4
nocne BBefeHus BBUI. Y pgeteit, nonyyaBLWKX CUCTEMHblE
KC, addeKT 6bin AOCTUTHYT Yepes 48—72 4 nocne BBege-
Hus BBUI. AHanornyHasa KapTuHa umena MecTo nNpu aHanunse
IMTEPaTypHbIX JaHHbIX, NPUYeM Ha GOHE MMIOKOKOPTUKOCTE-
pouaHoOW Tepanuu NO3UTUBHBLIM OTBET Ha BBeaeHwe BBUI
y aeten ¢ CC/L, 6bin nony4yeH TonbKo Ha 4—7-e cyT. B 10 e
BpeMs y nonoBuHbl nauueHToB ¢ CCA—-T3H, He npumeHsaB-
WKX CTEpPOMAbl, MONOXWUTENbHAA [AMHaMWKa OTmedvanacb
yXe B nepBble 24 4 nocne BBefeHns BBUI. ABTopbl genatoT
BbIBOJ O TOM, 4TO cucTeMHble M'KC yanuHS0T CPOKKM HacTynne-
HUS nonoxutenbHoro addekta BBUI y neten ¢ CCA-TIH.
B rpynne 60MbHbIX, HE MOAyYaBLWMX CTEPOMAHBIE FOPMOHbI,
6onee ObLICTPbIN KIUMHWMYECKUIM OTBET Ha BBefaeHue BBUI
Habnwoganca npu CCA (B cpegHeM — 24 4), yem npu TIH
(B cpegHeM — 48-72 4). CnegoBaTenbHO, CPOKM Pa3BUTUA
NOMOXMTE/IbHOM OTBETHOM peaKLMn opraHM3ama Ha fiedyeHune
BBUIT 3aBMCAT OT KAMHMYECKOro BapuaHTta 6onesnn (CCA,
nepexogHaa ¢opma CCA-T3H, TOH) u npeawecTBytoLLEN
n/vUnu conytcTByloLen Tepanun cuctemHoiMm MKC.

3P deEKTUBHOCTb BbICOKMX 03 BBUI y 48 geten u B3pOChbIX
¢ TOH, neuynBWwKXCS B BeyLWMX AePMATONOMMYECKMX LIEHTPaxX
EBponbl, noatBepxaatoT Prins 1 coaBT. [24]. [1o AgaHHbIM npo-

BEAEHHOro UMW PETPOCMEKTUBHOIO aHanu3a, y 90% nauu-
E€HTOB B CPOKM OT 1 0 6 AHew (B cpeaHeM — 2,3 [HA) nocne
BBeaeHns BBUI npekpatunnce BbiCbiNaHus, 1 6blia AOCTUr-
HyTa cTabunuadaumsa npouecca. 06 ycnewHoM fnevyeHnm 60nb-
HbIX TOH BHYTPUBEHHBIMM UMMYHOMI06YIMHAMK COOOLWAOT
Takxe Stella n coaBT. [25].

CyLLeCcTBYIOT pa3nnyHble cxeMbl nevyeHunss CCO-TIH BHyTpu-
BEHHbIMW MMMYHOIrNo6ynuHamu. Mo MHeHnto Metry 1 coaBT.
[19], Hanbonee adpdeKTMBHOM W 6Ge3onacHOW A030M And
neten asnaetca 0,5-1,0 r/Kr B cyT B TeyeHue 3 nocne-
[oBaTesNbHbIX OHEN (cpedHsas cymmapHas gosa — 3 r/Kr).
TaKyto e fo3y ANid nedenns TOH y aeTen u B3poc/bix NpUBo-
08T B cBoen pabote Prins 1 coaBT. [24]. OTBeTHas peakuus
opraHu3ma (npeKkpauieHue BbICbiMaHWin, OTCYTCTBME MpPO-
rpeccupoBaHnsa aKkchonuvaumm anuaepmuca) AOCTUraeTcs
B TeyeHue nepBbiXx ABYX CYT C MOMeHTa BBeaeHusa BBUI
y 60/bLUMHCTBA NaLMEHTOB.

Pexxum posmposanus BBUI npu TOH y B3pocnbix nauneHToB,
OMUCaHHbIN B pa3HbIX MCTOYHMKAX, HeoanHaKoB. OaHu uccne-
foatenu pekomeHgytot BBUI B nose 0,2-0,75 r/Kr B cyT
B TeyeHune 4 nocnegoBaTenbHbIX AHen [2, 26]. o apyrum
naHHbiM, BBUIT cnepyeT BBOAUTL B3pocabiM npu CCO-TIH
B Ao3e 0,4 r/Kr B CyT B Te4eHUe 5 gHen (cpeaHsas cymmap-
Haa pgo3a — 2 r/kr) [5] wan B fose 0,4 r/Kr B CyT B Teye-
HWe 3 gHewn [16]. Mittmann et al. [27], npoaHann3npoBas
ps4 AuTepaTypHbIX cooblieHui, nocBsueHHbix CCA-T3IH,
oTMeuvatoT, 4To go3a BBWUI y B3pocnbix, BBOAMMAS B Teye-
HWe 1-5 aHen, moxeT Konebatbes oT 0,2 Ao 2 r/Kr B CyT.
OTcyTcTBME YHUOULMPOBAHHbBIX PEKOMEHAALMI N0 NEeYEHUIO
CCA-TOH BHYTPUBEHHBIMKU WMMMYHOI06YIMHAMWU CTaBUT
nepea MNpakTMYECKMM BpayoM 3ajadvy CaMOCTOATENbHOMo
nogbopa WHAMBMAYaNbHOM [03bl AN Ka)XAoro nauueHTa
B 3aBMCUMOCTM OT XapaKTepa W TSXecTu npouecca, Hanu-
4Yua CONYTCTBYIOLMX 3a060NEBAHUN U OCNOXHEHWUI, Npexae
BCEr0 CO CTOPOHbI MOYEK (HU3KUM YPOBEHb KIyOGOYKOBOWM
dunbTpaumn).

Bonpoc o uenecoo6pasHocTM npumeHeHus BBUI npwu
CCAO-T3H B KadecTBe MOHOTEpanuu WAM B KOMOWHaLMK
C CUCTEMHbIMM TIIOKOKOPTUKOCTEPOUAAMU U/UAN APYrUMU
cpeacTBamu crnelmdruyecKon Tepanmm Noka 0CTaeTcs OTKPbI-
TbiM. BONIbLWIMHCTBO 3apyberKHbIX UccneaoBaTenen, nayvato-
wmx npo6nemy CCA-T3H, nogyepkMBaeT HEOOGXOAMMOCTb
[JanbHENWMX MHOIOLEHTPOBbLIX KOHTPOJIMPYEMBIX WUCCneno-
BaHWW. o aTU4eCKUM coobpaxeHuam getu ¢ TOH He moryT
6bITb NpefHaMePEHHO pa3aeneHbl Ha rpynnbl CpaBHEHUS 419
OLLEHKM 3OPEKTUBHOCTU Pa3HbIX CXEM Tepanuu 1 ux BANSHUA
Ha nokasaTenu cMepTHOCTW. MNpaBaa, MMETCS COO0bLLEHNUS
06 ycrnewHon MoHoTepanuu BBUI B3pocnbix nauneHToB
¢ TOH. Hanbonee oNTUMKUCTUYHbIE Pe3ybTaTbl IeYEHUS MPU-
BeAeHbl B MMNOTHOM uccnegoBaHun Viard v coaBT. [26]. Bce
10 60nbHbIX TOH, nonyyaswux BBUT B gose 0,2-0,75 r/kr
B CYyT B TeyeHue 4 gHeKn, ocTtanucb uBbl. JleseHne BBUT
(FKC v gpyrve npenapatbl cneundunyecKon Tepanmnu He npu-
MEHSIN) NO3BOMNO ObICTPO MNpepBaTb MNATONOMMYECKUM
npouecc. OTBETHAA peaKkuus opraHMama 6blia AOCTUIHYTa
B nepsble ABOE CyT OT MOMeHTa BBefeHus BBWUI, cpok
3aXKMBJIEHUS KOXHbIX NMOBPEKAEHWI COCTaBWMA B CpeaHeM
6,9 aHen (oT 4 go 12 aHewn). Cxoxkne aaHHble noayuunu Trent
1 coaBT. [28]. ABTOpbl nogyepkuBatot, 4To BBUI 3HauuTenb-
HO CHMXaIOT PUCK NIETabHOI0 MCXoa Mo CPaBHEHMIO C NPo-
rFHO3MPYEMbIM U PEKOMEHIYIOT UX AN nevyeHunsa TOH. OgHaKo
B uTepaTtype UMeloTCs U apyrue cooblleHus. Tak, Bachot
M coaBT. [29] npoBenn MPOCMNEKTUBHOE HecpaBHUTEIbHOE



ncenegosaHme addpektuBHoctM BBUI y 34 B3pocnbix nauyu-
eHToB ¢ CCA-T3H. BBUI BBOAMAM B #03e 1 r/Kr B CyT
B TeyeHue 2 aHen (60SbHbIM C HU3KUM KIIMPEHCOM Kpea-
TUHMHA — B TeyeHne 3—-5 AHen nnu B NOSOBMHHOW [J03€).
CucteMmHble TKC nauuneHTbl He nonyyanu. BbiBoabl ¢dpaH-
LLlYy3CKMUX CMeLnanmucToB [JOCTAaTOYHO KaTeropuyHbl. o wmx
MHeHuto, BBUT He npenoTepalatoT NporpeccnMpoBaHmne aKc-
donvaunn anvaepmuca, He BAMSIOT Ha CPOKM 3aXMBEHUS
OeDEKTOB KOXWM WM HEe CHWMMKAIT MoKasaTenu CMepPTHOCTH
6onbHbiXx CCA-T3H. CornacHo peaynbrataM uccnenoBaHus,
yAEeNbHbI BEC BbIXMBLLKUX cocTaBun 68%, a cpeaHun CpoK
3aXKMBEHUS KoK — 18 aHeNn. B 6a3e aaHHbIX MHTEPHETA Mbl
O6GHapyXMNK NPOTOKO/bI ledeHns TOH y geten n B3pochnbix,
JaTnpoBaHHble Maem 2006 r., 04HaKO B HUX AarKe He yno-
MsAHYTbl BBUTI [12]. HeogHO3Ha4yHas oueHKa 3dPpeKTus-
HocTn BBUI npu CCA-T3H noateBep»aaeT HEOO6XOAMMOCTb
npoBeAeHNs AaNbHERLWNX CPAaBHUTENbHbBIX KOHTPOMPYEMbIX
nccnegoBaHuin. OfHaAKO YyXKe CerogHsi, onupascb Ha OnbIT
60NbLUMHCTBA 3apybGexHbIX Konner, cnegyer npuaHatb, 4TO
BBUI™ B BbICOKMX J03aX MOIYT C YCNEXOM NMPUMEHATLCA NS
neyvenns CC—-TOH y peten B KayecTBe MOHO- UM KOMOUHU-
poBaHHOW Tepanuu.

CepbesHblM OrpaHnyeHremM Ansa LWMPOKOro MCNOb30BaHMs
BBUI' B KAMHMYECKOM MpaKTUKe ABASETCA MX CTOMMOCTb.
3a pyberkomMm npom3BoACTBEHHas ueHa BBUI Konebnetcs
oT 58 o 119 pgonnapoB 3a oAMH rpamm npenapara [19].
NleyenHne BBUI ogHoro naumeHta ¢ maccon tena 20 Kr
B 03e 1 r/Kr B CyT B Te4yeHue 3 AHEN 0O6XOAMTCH B CYyMMY
ot 3500 pgo 7000 pgonnapoB. Tem He MeHee 3TU 3aTpa-
Tbl OnpaBAbliBaloT cebs MO CPaBHEHWIO C MOpasbHbIMUK
n3gepxKamMn u GUHAHCOBLIMKM pacxojamMu, CBSI3aHHbIMM
C ANuTeNnbHOW rocnuTanusauunen naumeHtoB ¢ CCA-TIH,
NIeYEHUEM OCJIOXKHEHWUIW (Cencuc, MHEBMOHMUS, XKenygo4Ho-
KULLIEYHOE KPOBOTEYEHME U AP.) U BBICOKMM PUCKOM JieTalb-
HOro ucxoga.

CucrtemMHoe neyeHue. bnokupywowme aHTuTena (aHTu-
Fas, aHTu-TNF). Onpepgensiwowas pofib B naTtoreHese
CCA-T3H curHan-uHLyLMPOBaHHOIO anonto3a KepaTuHO-
LMTOB, MYCKOBbIM MEXaHWU3MOM KOTOPOro SBASETCH CBA3bI-
BaHWe FasL-nuraHga ¢ KOMMNIEMEHTApPHbIM €My peLenTopom
Fas (CD95), obycnoBnvMBaeT HeO6X0AMMOCTb AaNibHEWLIEro
noucka 6eKoB-MHIMOUTOPOB, BNOKUPYIOLWMX 3TOT MpoLiecc.
MepcneKkTMBHLIM HaMpaBiEHWEM Hay4HbIX WMCCNeaoBaHMM
ABNSAETCA M3y4eHMEe KIMHUYECKOM 3PODEKTUBHOCTU MOHO-
KNOHanbHbIX aHTUTEN K Fas-peuentopam (aHTu-Fas) 1 MOHO-
KNOHaNbHbIX aHTUTEN MPOTUB LUMTOKMHOB (aHTU-TNF) npwu
CC—T3H. 31oT BONpPOC aKTMBHO 06CYXKAaeTCs B HacTosllee
Bpems B 3apybexxHon nutepatype [7, 30]. UmetoTcs coobLye-
HMS 06 ucnonb3oBaHuM B nevyeHun CCLA-TIH perkombu-
HaHTHOrO KOMIOHWECTUMYNMpYtoLLEero GakTopa rpaHynoLMTOB
(G-KSF) [31, 32].

CucremHoe neyeHne. UMmyHomogynupyowue cpejcrsa.
B 0oTM4Mne OT CUCTEMHbIX MIOKOKOPTUKOCTEPOUAOB, SBASIO-
LMXCA NPEeAMETOM ASUTENbHbIX AUCKYCCUA, UMMYHOMOAYK-
pylowas Tepanusa pekomeHayetcsa npu CCA-TAH mMHorumu
aBTopamu. MMMyHOCynpeccuBHble cpeacTBa MNOAaBNSIOT
AKTUMBHOCTb OCHOBHbIX KAETOYHbIX MONyNsLUWUIA, MPUHUMALIO-
WMx yd4actve B natoreHede TOH (akTMBUPOBaHHbIX T NKUM-
dounToB, MakpodparoB, KEPAaTUHOLMTOB), HapyllawT MeTa-
6onm3m TNF a M npenaTcTBytoT npoLeccy anonto3a. Cpeau
MMMYHOMOZYMPYIOWMX MNpenapaToB HauboNbllee BHWMa-
HWEe uccnegoBaTtenen NpUBAEKaloT LMKIOCNOPUH U LUKIO-
dochamma [33]. B HacToswee Bpems LMKIOCAOPUH MpwU-

3HaH 3pOdeKTUBHBIM npenapaTom ansa nedeHms CCO-TIH.
MpeanonaratoT, 4TO OH MOXET OblTb WMCMNOMAb30OBaAH MNpwu
CCL-T3H B KayecTBe MOHOTepanuu, ogHaKO HYXHbl Aaib-
Henlwne paHOOMU3UMPOBAHHbIE MNNALEOOKOHTPOIMPYEMbIE
ncenepoBaHus. PekomeHgyemas cTapToBast 4o3a LIMKNO0CMo-
puHa ana geten — 3,0—-5,0 Mr/Kr B CyT (Kaxkable 12 4 BHYTPb
WX BHYTPUMBEHHO). B nmocneactsuun npu oTMeHe npenapaTta
[03Y CHU¥KAIOT nocTeneHHo [5, 34]. 1o HEKOTOPbLIM AaHHbIM,
nevyenune CCA-T3AH ymknocnopuHom accouuunpyetcsa ¢ 6onee
HU3KMMW NoKa3aTenssMuM CMEPTHOCTU, YEM JIeYEHNE LMKIO-
dochammaom n KoptukocTepomaamu [35].

[aHHble OTHOCUTENBHO 3DDEKTUBHOCTH LiMKNopochammaa
npn CCA-T3H npoTtnBopeyunBbl. Trautmann u coasT. [36]
coo6uiatoT 06 ycnewHom fneveHnm nauneHTos ¢ TOH umkno-
dochdamumaom B ctaptoBon gose 300 mr/cyT (B KayecTBe
MoOHoTepanuu). OgHako, Sharma v coaBT. [5] yTBEpKAAIOT,
4YTO NlevyeHune UuuKknopochammnaom CyLLECTBEHHO He BAMUSET
Ha BbIXXMBAEMOCTb GONIbHbIX M CPOKU 3aXKMBJIEHUSA KOXK-
HbIX MOBpexaeHWn. CneayeT OTMETUTb, YTO B AuTepaTy-
pe onucaHbl ciayvyan uuknopochdamua-uHAYLMPOBAHHOIO
CCA-T3H [2].

CucrtemHoe ne4deHume. lMna3amagepes. MexaHU3m OencTBUSA
nnasmadepesa npu CCA-TOH A0 HacToALWEro BpPeEMEHM
TOYHO HeusBecTeH. [lpegnonaratoT, 4TO MMMyHHOE BoOCna-
neHve n Fas (CD95)-onocpenoBaHHbIM anonTo3 KepaTtu-
HOLIMTOB MPOrpeccupyrloT A0 Tex Mop, NoKa JleKapCTBEH-
HOEe CPeACTBO M ero MeTabonuTbl, aHTUTeNa U XMMUYECKME
MeaunaTopbl, OTBETCTBEHHbIE 3a pPa3BUTUE NATONOMMYECKOro
npouecca, He 6yayT 3IMMWHUMPOBAHbI M3 opraHuMama. 310
B OnpefeneHHoONn Mepe 00bACHAET 3PDEKTUBHOCTb KOM-
6uHaunn cuctemHbix MKC, nogaBnsitolMX UMMYHHOE BOC-
nanexHve, ¢ nnasmadepe3omM y HEKOTOPbIX GOMbHbIX, OCO-
6€eHHO NpuK nporpeccupyrolen akchonMauuun anungepmmca
Ha doHe MoHoTepanuu MKC B CpeaHuX WK CBEPXBbLICOKMX
nozax. MHorve wccnegoBatenin coobuiatoT 0 NPUMEHEHUU
nnasmadepesa y nauyueHtoB ¢ CCA-TIOH [37]. OgHako,
cny4yam neTanbHbIX MCXOA0B PErucTpupytotca M Ha doHe
KOMOMHWPOBAHHOW Tepanuu ¢ NpUMeHeHMeM nnas3made-
pesa. B nuTepatype BCTpeyvaloTcs NpOTMBOPEYMBbLIE TOYKM
3PEHUS OTHOCUTENBHO 3bdEKTUBHOCTM Nna3madepesa npu
CCLO-T3H. Mo paHHbIM Furubacke u coaBTt. [38], nna3ma-
depes cylecTBEHHO He BNMUSET Ha NoKa3aTeln CMepPTHOCTU
60nbHbIX CCA-T3AH, He CoKpallaeT CPOKK peanuTenmaauunmn
W, COOTBETCTBEHHO, HE YMEHbLIAET AUTENbHOCTb Se4YeHus
B cTauuMoHape. lMpaBaa, CyWeCTBYIOT U ApyrMe MHEHUs cne-
LLManucToB no JaHHomy Bonpocy [39]. CneanyeT OTMETUTD,
4YTO OMTMManbHbIM MeToa nna3mMadepesda ANA MNaUMEHTOB
¢ CCA—-T3H po HacTosiLero BpemMeHu He pa3paboTaH.
CucremHoe nedenue. Tanmgomug. OgHUM U3 MEXaHU3-
MOB [EWCTBMS TanuaoMuia fBASETCA ero noTteHuuanbHas
CNOCOBHOCTb MHIMBUpoBaTb akTMBHOCTb TNF «. OaHako,
nonbiTKa UCMONb30BaThb Tanuaomua ana nedeHms CCA-TIH
OKazanacb 6e3ycnelHon. 370 noaTBepaunun pesynbraTtbl
[IBOMHOro cnenoro paHAoMW3WPOBAHHOIo MaaueboKOH-
TpoNnpyemMoro uccnegoBaHus, nposegeHHoro Wolkenstein
n coasT. [40]. Tanugomua npumeHanu B fose 400 mr/cyt
B TeyeHue 5 aHen y 12 B3pocnbix nayueHtoB ¢ TAH. Tpynny
cpaBHeHUs cocTaBunm 10 60nbHbIX, NOyYaBLIMX Nnauebo.
ABTOpbI coobuiatoT, 4To 10 M3 12 NauMeHTOB, NEeYUBLIUX-
csl TanuaomMuMaoM, yMepau, B CBSI3WM C YeM [JalbHenllee
nccnegoBaHue 6bi10 NpekpalweHo. B HacToswee Bpems
Tanuaomua Npu3HaH HenpurogHbiM ansa nevyenma CCO—-TIH
y B3POC/bIX U AETEN.
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