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B cTaTbe NpMBOAMUTCA ONMCaHNE PELKOrO KIIMHWUYECKOro Clydas cMHapoMa Jlanenna y naumeHTKm Co 3110Ka4eCTBEHHbIM HOBOOOpPa30-
BaHWEM CUTMOBUIHOM KULLKM C O1UnobapHbIMU MeTacTazamu B NMedeHb, NaninaTMBHOM pesekumen CUrMOBUAHOM KULLKW B aHaMHe3e,
KOTopoW Bbina Ha3HaveHa Tepanmsa MHrbrntopom BRAF — Bemypacernb. Ha hoHe npremMa npenapata pa3sBuics TOKCUYeCKU snuaep-
ManbHbIV HEKPON3, reHepanu3oBaHHasa hopma.

ToKCMYeCKMI anuaepmanbHbii Hekponus (TEN, cuHapom Jlanenna) — 370 OCTPO BO3HMKLLASA, OMacHas s XW3HM KOXHO-CIIM3MCTas
peakums, xapaktepmayioLLasncs O0ne3HeHHOCTBIO KOXM, 3pUTeMON, OBLLIMPHBIM HEKPO30OM 1 OTCIIONKOW 3nuaepMmnca. Hactota BCTpe-
yaemoct o1 0,4 go 1,2 ciyvas Ha MUNIMOH YeNOBEKO-NET 1 NeTanbHOCTbIO 10 50 %. Yallie OGoneloT NpeacTaBUTeNM XeHCKOro nora.
3aboneBaeMoCTb YBENMYNBAETCS C BO3PACTOM U BbilLE MOCE YETBEPTOrO AeCATUNETUS XKU3HU.
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LYELL'S SYNDROME IN THE PRACTICE OF AN ONCOLOGIST (CLINICAL CASE)

The article describes a rare clinical case of Lyell's syndrome in a patient with a malignant neoplasm of the sigmoid colon with bilobar
metastases to the liver, a history of palliative resection of the sigmoid colon, who was prescribed therapy with the BRAF inhibitor
Vemurafenib. While taking the drug, toxic epidermal necrolysis, a generalized form, developed. Toxic epidermal necrolysis (TEN, Lyell's
syndrome) is an acute, life-threatening mucocutaneous reaction characterized by skin tenderness, erythema, extensive necrosis and
epidermal detachment. The incidence rate is from 0.4 to 1.2 cases per million person-years and mortality up to 50 %. Representatives

of the female sex are more often affected. The incidence increases with age and is higher after the fourth decade of life.
Key words: toxic epidermal necrolysis; Lyell’s syndrome; cancer; vemurafenib; BRAF

TOKCI/I‘{GCKI/Iﬁ srugepManbbiil Hekponus (TEN, cun-
apom Jlaiienta) peacTasster co6oii OCTPO BOZHUK-
MIyI0, OMACHYIO JAJS SKU3HH KOXKHO-CIM3UCTYIO peax-
IO, XapaKTepU3YIONIyocs OOJe3HEHHOCTLIO KOXKH 1
IPUTEMOI € TTOCIeTyIONTIM OOMINPHBIM HEKPO30M U OT-
cTIoKOI ammaepMuca. JTO peJKoe U TsKeToe 3a6oe-
BaHme ¢ yactoroii Bctpedaemoctu ot 0,4 1o 1,2 cayuas
Ha MUJJIMOH 4YeJOBEKO-JEeT W JeTaabHOCThIO oT 30 10
50 %. Yamie GoJICIOT MPEACTABUTETH KEHCKOTO TMOJIA.
3a60/1eBaEMOCTD YBEJIMUMBAETCSI C BO3PACTOM U BbIIIE
ocJie 9eTBEPTOTO eCATUIeTs Ku3um [1].
Toxcruecknii sy IepMaTbHbBIN HEKPOJI3 Yallle Bce-
TO Pa3BUBAETCS TIOCTE BBEIEHUS JEKAPCTBEHHOTO CPe/l-
ctBa. OH TMPUHAIEKUT K CIIEKTPY KOXKHBIX PEAKITHIA,
KOTOPBIIl Takke BKJOYaeT cuaApoM CTuBeHca-
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Jlsxoncona (SJS) u cunapom nepexpoitus (SJS/TEN).
[TepBoHayaabHO CUYMTANOCH, 4TO cuUHApPOM CrHBeHCa-
JxoHCcOHA M TOKCHYECKUN 3IMepPMasbHbI HEKPOJIU3
SIBJISTIOTCST OT/IEJBHBIMU MTATOJOTHYECKUMU COCTOSTHHSI-
MU M UMeIOT Pa3Hblil marorenes3. B Hacrosiiee BpeMsi
M3BECTHO, YTO OHM TIPEJCTABJSIOT cOo00il pasHble CTe-
MEHN TSDKECTH OJIHOTO U TOTO 3Ke 3a00J1eBaHMsl, Pas3in-
qalomieecs: 10 CTeNeHN BBIPAKEHHOCTH KOXKHO-CJIN3U-
cToii peakin, ¢ depeHImpoBaHHOl TOJBKO O TJI0-
a1 TOBEPXHOCTHU TeJIa, TOPAKEHHOH OTCIOUKON a11-
nepmuca. Takum o6pasoM, TepMuH SJS ncnoJb3yercs,
KOTJa CTeleHb TOPAKeHUsl CJIU3UCTON OGOJIOUKH CO-
crasager MeHee 10 % (IIIIT < 10 %), u TEN, xoraa
ona npesbimaer 30 % (TITIT > 30 %). Korga Gonesun
sarparnBaer 10-30 % TIOTIAM TTOBEPXHOCTH TeNa, TO-
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BOPSIT, 4TO y TAIMEHTOB HAGJIOLAETCS CHHIPOM Iiepe-
kpoitus [1, 2].

3abosieBanue BrepBble ObLIO omucano B 1956 romay
AnanoMm JlaifessoM, WOTIAHACKUM 1e€pMaTOI0OIOM, KO-
TOPBIiT BIIepBbIE OMKCAN JAHHOE MATOJOTMYECKOe COCTO-
SIHUE Y YeThIPeX MAINEHTOB C BBICHITAHUSMHI, HATIOMHU-
HAIONIMH olImapuBanne Koxkn. OH HasBas 3a6o0JeBa-
HUE TOKCHYECKHM IMHIePMAIbHBIM HEKPOJHU30M, TeM
CaMbIM BBE/SI B JIEPMATOJIOTMYECKAN MUP HEOJOTHU3M
«Hekposus» [2, 3].

HecoMHeHnHO, HAPKOTHKH SIBJSIIOTCS] HAanO0JIee BasK-
HBIM HTHOJIOTHYECKUM (DAKTOPOM B PAa3BUTHU TOKCHYE-
CKOTO 3MIJIepMaIbHOTO Hekposn3a. OfHaKo, B INTepa-
Type OIMCAHBI CJYYanl PA3BUTHUS JAHHOTO 3a60JeBaHuUs
Gosiee weM y 95 % MAIMEHTOB, HCIOJB3YOMNX GoJee
100 pa3nmMYHBIX JIEKAPCTBEHHBIX TpemaparoB. Puckn
PasBUTUSI TOKCHYECKOTO AIUAEPMATBHOIO HEKPOJIN3a
BbIIlIE B TEUEHUE MEPBBIX TPEX HeJesb MpHeMa Mmpera-
pata 1 OOBIYHO OTPAHUYUBAIOTCSI TIEPBBIMU [BYMST Me-
csanamu. Ilpenaparbl ¢ JTMTENBHBIM MEPUOIOM TOJTY-
BbIBE/IEHHSI Yallle BbI3bIBAIOT JIEKAPCTBEHHbBIE PEAKIINH,
4yeM TIperaparbl ¢ KOPOTKUM TIEPUO/IOM 0Ty BbIBE/IEHNUST
[1, 3].

[TaTorenes TOKCHYECKOTO HIHIEPMATBHOTO HEKPO-
JIM3a JI0 KOHIIA He siceH. VIMMyHOJIOTHYecKast KapTHHa
PaHHUX MOPAKEHUIl MPEANoaaraeT MMMYHOOIOCPEIO-
BAHHYIO IUTOTOKCHYECKYIO JIECTPYKIIUIO KEPATHHOIN-
TOB, 9KCIPECCUPYIONINX UY’KEPO/Hble AHTHIE€HbI, YTO
IPUBOJUT K MaccuBHOMY arontody. HecMorps Ha TO,
YTO B y4acTKaX MOPAKEHH MPUCYTCTBYIOT €CTeCTBEH-
Hple T-KJIE€TKN-KUJIEPDI, JIeKapCTBEHHO-crenndmye-
ckne CD8+T-mmmdoruter, Makpodarn n TpaHyJIoNn-
TBI, HECOOTBETCTBUE MEKIY MO HH(MUIbTPAIHEN M-
MYHHBIX KJIETOK U MACCHUBHBIM 3MUAEPMATBHBIM Pa3py-
[IEHEM BEIYT K TOWCKY APYTUX HHKPUMUHUPYIOUIX
daxropos [3, 4].

B nacrosiiiiee BpeMsi CUHTAETCS, Y4TO PACTBOPHMbIE
MeIUaTOPbl MOTYT CIOCOOCTBOBATDH THUOETN KEPATHHO-
1uToB. Bosee panHue uccieoBaHusl MOKA3aid, 4TO
pactBopumblii Fas-ymmrang (sFasL), rpansum B (G) u
nepdOpUH  SIBJSIOTCSI OCHOBHBIMU TPUTTEPAMU, yua-
CTBYIOIIMMHU B IaToreHese 3aGoJieBanusi, GoJiee MO3/-
HUE, 9TO CEKPETOPHBIN Tpany m3nt (KaTHOHHBIA 1HTO-
JINTUYECKUI GeJIOK, CeKPeTHPYEMbIil IIUTOTOKCHYECKUM
T-mamponnursr, NK-kiaerku u NKT-kierku) mnpucyt-
CTBOBAJIM B My3bIPUYATON JKUIAKOCTH M OBLIN €INHCTBEH-
HBIMHU B [TOCTATOYHO BBICOKMX KOHI[EHTPAIUSIX, YTOOBI
yOUTDb KEPATUHOINTHI YesioBeka in vitro. VMceaenoBanus
TaKKe MOKA3aJM 3HAYUTETbHYIO KOPPEJISIHIO YPOBHS
IPaHyJ/IM3MHA B IIY3bIPUATON JKUJIKOCTH C TSIPKECTHIO 3a-
GoseBanusi. TakuM 00pasoM, BO3MOKHASI T10CJIEI0BA-
TEeJIBHOCTH COODBITUII 3aK/IIOYAETCSI B TOM, YTO IIUTOTOK-
cuveckne T-KJI€TKM, HalpaBJeHHble MPOTUB Iperapa-
Ta-BUHOBHUKA, PA3BUBAIOTCS M YOUBAIOT KEPATHHOIN-
TBI IPSIMO U KOCBeHHO. C 0/IHOiT CTOPOHbI, 3a CYeT pe-
KPYTHPOBaHUS PYTUX KJETOK, BbICBOGOMKAAIONINX Pac-
TBOPUMbIE MEIMATOPBI, B OCHOBHOM TpDaHyJU3WH, C
JIPYTOIl, 32 CYET HKCIPECCHH ITUTOTUTUIECKON MOJIEKY-
bl FasL ma xeparunonurtser [4, S].

Bbu10 npoBeieHo HeCKOJIbKO HCCIe0BaHmil, YTOObI
JIOKA3aTh TEHETUYECKYIO MPePACIIONOKEHHOCTD HEKO-

TOPBIX JIOJIEl K JIEeKapCTBaM BBICOKOTO pucka. CuibHas
cBsI3b ObLTa oGHapyskeHna Mexay amrerem HLA-B*5801
u aonypurosioM SJS/TEN kak B a3uaTckoil, Tak u
B HEa3WaTCKON MOMyJISAINN, CUJIa CBSI3U ObLIA BBIMIE Y
kutaiines u3 TaiiBang, rae 100 % manmmenToB mMenn
TSKEJIbIe TTOOOYHBIE PEAKITHI TIPHU YITOTPEOJIEHIH AJLI0-
nypunoJia. Eme ogna accommaiiusi 6buia oOGHApyKeHa
Mexay amresem HLA-B*1502 un kap6amasennnoMm
SJS/TEN B HECKONbKHX a3MATCKUX CTPaHaX, 3a WHC-
kimouenneM Snonnn u Kopew, rie Obuia oGHapysKeHa
acconmaruss ¢ HLA-B*1511. [lannasg cBs3b He ObLia
o6Hapy’KeHa y eBPOTEHCKNX TMalmenToB. TsuKesple
Kkoxkuble peakrm y juir ¢ HLA-B1502 takske ObLin
CB3aHBI ¢ TPUEMOM (PEHUTOMHA W JTaAMOTPU/KUHA, HO
B MEHDBIIel CTellenn BhIpaKeHHOCTH [4-7].

KoskHo-camsncrast peakiis Mpu TaHHOM CHHIPOME
00bIYHO BO3HUKaeT B TeyeHue 4-30 el moce Bo3aei-
ctBusA npenaparta. [IpoapoManbHbIil epUo/; He UMeeT
crermIecKoil KapTUHBI U 3aBUCHT OT MPOBOINPYIO-
mero akTopa, HO, KaK MPABUJIO, TPOSBISAETCS HE0-
MOTaHUEM, JUXOPAIKOI, TOJOBHOWU OOJIBIO, PUHHUTOM,
KOHBIOHKTHBUTOM, KOTOPbIe BO3HUKAIOT 3a 1-3 mHA 10
MOSIBJIEHUs BbIChImanmii [1, 4].

Boichbianus MOSBISIOTCS BHE3AMHO W TIEPBOHAYAID-
HO JIOKQJIN3YIOTCS Ha TYJOBUIE, TMTPOKCUMAIBHBIX OT-
JlefaX KOHEUHOCTel W JIHIle, PacIoaraioTcsl CuMMe-
TPUYHO, OBICTPO PACIPOCTPAHSIOTCS] IO BCEH TTOBEPX-
HOCTH TeJsa. [lopaskeHust mMpeacTaBisior co6oit apuTe-
MaTO3HbIE TIATHA HETPABUIBHON (POPMBI, KOTOPbIE CJIH-
BAlOTCS, YBEJIWUYNBAIOTCS B pagMepax [0 IPUTEMBI.
Cumnrom HUKOJBCKOTO Bcerga MOJIOKUTETbHBI. Ha
KOJKe TIOSIBJISTIOTCSI APSIOJIbIe BOJIIBIPU, OCOGEHHO B TOU-
Kax JIaBJIEHUS, KOTOPbIE JIETKO JIOMAIOTCsT, 00padyst 06-
ITIPHBIE OTOJIEHHbIE YYACTKU B pe3yJabTaTe HEKPO3a
Bceit Tosmu snugepmuca [1, 3].

[MopaskeHus CIM3UCTBIX 060I0YEK BCTpedaroTcs: 60-
gee ueM y 90 % marmentoB. OHE MOTYT TIPE/IIIECTBO-
BaThb KOKHBIM MOPAKEHUSIM W CJIETOBATH 3a HUMM.
Tunuunble MOpaKeHNUS MPEICTABIEHBI 9PUTEMOI 1 60-
JIE3HEHHBIMH 9pO3usMu. Yaire Bcero mopaxkaeTcs CJiv-
3uctas o6oJs0uKa moaocTu pra. [loutw Becerga mpucyt-
CTBYIOT T€MOpPPAruvdecKue 3pO3uH, MCeBIOMEMOPAHDI I
Kopku Ha ry6ax. [TopaskeHusi ria3 OOGbIYHO BBIPAYKEHBI
c1a60 W TPe/CTaBJIEHbl THUTEepeMUell KOHBIOHKTHBDI,
9PO3USMHU, XEMO30M, CBETOOOSI3HBIO, OTEKOM BeK. Pexe
MopaskeHne TJIa3 MPOTEKAET TSKEJIO W TIPUBOJNT K CHM-
6mepapony, He3aKUBAONNM /lepeKTaM POTOBUIIHI, TTO-
Tepe 3peHus, YKOPOUEHWIO CBOJa KOHBIOHKTUBHI.
Tax:ke BCTpedyaioTcs pO3UN CIAMIUCTON MOJOBBIX OpPTa-
HOB M aHAJBHOTO KaHama. Pexe mopakaeTcs snuTeanit
JIBIXaTeIbHBIX TMyTel W JKeJyT0YHO-KUIIETHOTO TPAKTA
[1, 4, 5].

Juarno3 TEN 00bIluHO CTaBUTCA KJIMHUYCCKH, HO
JUTS MICKJTIOYEHNS ApYyTuX AnddepeHtinarbHbIX JHarHO-
30B MOXKHO UCTIOJTb30BATh TUCTOTIATOJIOTUIECKOE NCCITe-
noBanue. [1pu THCTOIOTIHUECKOM UCCTEJOBAHNN PAHHIe
MOPAKEHMSI TIPEACTABJISAIOT COOON PeKIe alonTOTHIE-
CKIe KEepPaTHHOIUTHI B 6a3aJbHOM U CyIpada3aabHOM
caogx snugepmuca. Ha Gomee MO31HUX CTaIusX Mopa-
SKEHUST TPOSIBISIOTCST UMD DY3HBIM TOJTHOCTONHBIM HTIH-
JIepMATbHBIM HEKPO30M W CyO6aTHepMaIbHON OTCJIOMN-
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KOii. B COCOYKOBOM cJioe [epMbl MMeeTCS pa3pesken-
HBIIl TIEPUBACKYJISPHBIN WH(GUIBTPAT, COCTOSIIAN U3
aumonutoB u Makpodaros [7].

OcHOBHBIME 3a00JIEBAHUSIMU, KOTOPbIE BKJIIOYAIOT-
¢ B mIaH Aud@epeHnanbHol IHaTHOCTHKH, SBJISIOT-
CSI OCTPBIN TeHEePaIN30BAHHBIN IK3aHTEMATO3HDIN ITy-
CTyJIe3, reHepain3oBaHHas OysuiesHast (GUKCUPOBAHHAS
JIeKapCcTBEHHAS ChITb, CTADUIOKOKKOBBI CHHAPOM Ye-
HIyiuaToil KOKM, a TaKKe ayTONMMYHHDBIE ITy3bIpJYaThblie
saboneanus (ymanennnni [gA-gepMaros, mapameoria-
CTUYeCKast Iy3bIPUaTKa, ByJIbrapHas my3bIpyaTka, OyJi-
aesublii nemburoun), cungapom DRESS (nexkapcrsen-
Hasl CHIIlb C 903UHOMDUINEl M CHCTEMHBIMEI CUMITTOMA-
MM), PEAKINs «TPAHCIUIAHTAT IIPOTHB Xo3snHax» [1, 7].

SJS mpoBoiupyercss aMuAEPMONU3UHOM, CcTaduIo-
KOKKOBBIM 39K30TOKCHHOM, KOTODBIM HalleJeH Ha Jie-
cMoryiend 1 W XapakTepu3yercs MIPOKO PacipocTpa-
HEHHOl puUTeMOil, OyJIaMU M TOBEPXHOCTHBIME 3PO-
3USIME, OCOOEHHO B MHTEPTPUTUHO3HON U mepuopudu-
uaibHOil obactsix. Bosieuenne causuctoii 060104-
KN peakoe W JauckpetHoe. Yarie O60Jei0T [I€TH.
I'mcromorndeckoe nccae[oBanme MOKa3bIBA€T BHYTPUI-
IHiepMaJbHOe PACHIEIVIEHIe B 3epHUCTOM cioe [8].

YT0 Kacaercst KIMHUIECKOTO TeueHusl 3a00IeBaHNSI,
OTCJIONKA ATHUIEPMICA TTPOIOJIKAETCS OT S 10 7 JHEN,
a 3areM TmepexoauT B (hasy TIaTo, COOTBETCTBYIOIIYIO
MIPOTPECCUPYIONIEN PeIMUTENNZANNA, KOTOpas MOXKET
JUTUTHCST OT HECKOJbKIX JIHEN 0 HECKOJTbKUX HEENb.
Teuenne 3a607€BaHNSA B 9TO BPEMST MOYKET OCJIOKHUTD-
CsI TAKUMW CEPBE3HBIMU OCTOKHEHUSIMHU, KaK CETCUuc 1
MOJIMOPTaHHAs HeIOCTAaTOYHOCTD. [IoBpesKIeHNST KOXKI
3akuBatoT 6e3 o6pasoBaHust pyOIOB, HO TUIMO- UK TH-
MEPIUTMEHTAIST MOTYT COXPAHSTHCS JAJUTEIHHOE Bpe-
MsI, MecsIpl U faske Tofbl. [loBpesxaenus camsucToit
3aKUBAIOT Me/lJIeHHee, MOTYT OCJTOKHATHCS (POPMUPO-
BaHmeM cmaex [2, 4-6].

IIporuos 3a6oJieBaHust MOKHO OIIEHUTD C TIOMOIIBIO
mkaabl SCORTEN st orteHKN TsKecTu 3a00/I€BaHNUsT
TOKCHMYECKOTO 3IMUIepPMaTbHOTO Hekpoausa. llesb
Bastuji-Garin et al., paspa6orunkoB SCORTEN, co-
CTOSIIA B TOM, 4TOGBI MOCTPOUTD TIPOCTYIO CHCTEMY TPO-
THOCTUYECKON OTIEHKHU, MPUMEHNMYIO KO BCEMY CIIEKTPY
narenToB ¢ TEN, #Ha ocHOoBe (haKTOpOB pucka, 1abo-
PATOPHBIX ¥ KJIMHUYECKUX TTapaMeTpoB 3a60JIeBAHIS.
[Tkama BrIIOYAET B ce0sT ceMb HE3aBUCUMBIX PHUCKOB:
BO3PACT, YACTOTY CEPAEYHBIX COKpAIleHuil, 3J0Kade-
CTBEHHbIE HOBOOGPa3oBaHus B aHamHese, BSA > 10 %,
YPOBEHb a30Ta MOYEBWHDI, ypPOBEHL OmKapOGoHATa WU
YPOBEHDb TJTIOKO3bI B ChIBOPOTKe KpoBH. [Ikama Takxke
MOJKeT UCTOJb30BAThC 1T MTPOTHO3UPOBAHWS PUCKA
cMeprHOCTH. Ero HEOOXOAUMO PacCYuTaTh TIPU MOCTY-
IJIeHNH W 4epe3 Tpu 1ugd [, 6].

BoisiBjieHnEe JIEKapCTBEHHOTO MIPerapara, BbI3BaBIIe-
ro TEN, e Bceria BO3MOKHO, yUUTbIBasI, YTO THaI[MEH-
TBI UMEIOT pas3Hble 3a00/IEBAaHUST U TPUHUMAIOT He-
CKOJIbKO JIEKAPCTBEHHBIX TIpenapaToB. [Ipm momospe-
nuu Ha TEN crenyer npekparuTb IpueM BCeX <II0J0-
3peBaeMbIX» MPENapaToB, a TaKyKe MPernapaTtoB, NMe0-
MAX XUMUYECKOE CXOJCTBO C MPEINOJIaraeMbIM UCTOY-
HUKOM JaHHOI peakiuu. Hanbosiee BEPOSITHBIM TIPOBO-
[UPYIONNM areHTOM SIBJISIETCSI TOT TPETapaT, KOTOPbIil
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OblJ1 BBEJIEH B TeUeHUE TOCJIeHUX 4 Helesb Teparnu.
Opnako He cieyeT 3a6bIBaTh, YTO MOCJIEAHUIT BBEEH-
HBIiT pemapat He Beerna B 100 % sIBISETCST BETECTBOM,
BoizBaBimieM TEN. bBoino npemioxeHo HECKOJbKO Te-
CTOB JJIsI MAEHTU(DUKAINT OTBETCTBEHHOTO TIperapara,
TaKUX KaK TECT HA IJIACTBIPb, YKOJ UIJIOH, BHYTPHKOMK-
Hasg WHBEKIUS WM TecT Ha TpaHcdopmarmio anMdo-
IIUTOB, HO BCE OHU HEJOCTATOYHO UYBCTBUTEIHHDBI U HE
ObLIN TTPU3HAHDI HA/IEKHBIMU. MejinKaMeHTO3Has 110-
BTOPHAsI TPOBOKAIMS SIBJSIETCS] HAJEKHBIM METOJ0M
neHTnOUKAINT TTPOBOIUPYIONIETO areHTa, OHAKO €ro
HCIIOJIb30BAHNE OTPAHMYEHO 110 ITHYECKUM COOGpaske-
s [2, 8, 9].

BoJibHbie ¢ TSKETBIMU TTOPASKEHUSIME JIOJIKHBI GbITh
TOCITUTATN3UPOBAHBI B OT/EJEeHNs] MHTEHCUBHON Tepa-
UM UJIM OKOroBble 1eHTpbl. llepBocrenennoe 3nave-
HUe TIPU OKA3aHUM HEOTJOXKHOW IOMOIIM MMEIOT BOC-
MOJTHEHWE SKUJKOCTH, PEryJInpoBKa GEJIKOBOIO U aJieK-
TposiutHOro Gastanca. HyTputuBHas MO/JIEPIKKA 0K~
Ha TIPEIOCTABJSATHCS TMAIMEHTaM, KOTOPble HE MOryT
MIPUHUMATD TIUILY CaMOCTOSITEJIbHO, TPe/IIOYTEeHIe OT-
JlaeTcst HazoracTpaibHoMy 3o0may. HeoGxoanMbl pery-
JISIpHOE HAOJIO/IeHne U CKPUHUHT Ha CEICHC, HO IMpo-
(unakTyeckoe HazHavYeHNE AHTUOMOTUKOB HE MOKa3a-
HO. ¥YXOJ 3a paHOi cJjeayeT IPOBOAUTb OJUH pa3 B
JleHb. MecTHOe JieueHne BKJIOYAeT TPUMeHeHe aHTH-
CEeNTUYECKUX PACTBOPOB. Bosiee BHUMATENbHO CJIe/yeT
OTHOCHTBCS K TMOPAKCHUSAM CJIM3UCTOH 0O60TOUKH, Tak
KaK MOTYT BO3HUKHYTH CIAllKM, CTPUKTYPBI HJIH CHHE-
xun. O6A3aTeTHbHO TPOBOANTCS KOHCYIBTAI OPTATD-
MOJIOTa, HalMeHTaM HA3HAYAETCs] MECTHAs! IPOTHBOBOC-
najinTesbHast Teparnusi. JleueHne KOPTUKOCTEPOUIaMU B
TeyeHre MHOTUX JIET SIBJISIETCSI OCHOBHBIM METO/IOM, HO
ocraercs crnopHbIM. Hexoropble nccregoBaHUSA TTOKA-
3BIBAIOT, YTO KOPTUKOCTEPOU/IbI MOTYT MPeAOTBPAIATh
pacripocTpatenye GoJe3HN TIPU UX Ha3HAYEHUN HA PaH-
Heil crajuu 3a60/1€BaHms, IPyTHe UCCJAeJOBAHIS — YTO
Jedenye Hea(HEKTUBHO 1 CBSI3AHO € BBICOKMM PHCKOM
cmeprroctu [8, 10, 11].

Vcnonb3oBanne BHYTPUBEHHOTO UMMYHOTJIOOYINHA
TaK’Ke BBI3bIBAET CIIOPBI. B TO BpeMsi Kak OJ(HU HCCJIe-
JIOBaHUSI TOKA3aJM TEPAIEeBTUYECKYIO 10JIb3Y IIpU
TEN, apyrue uccaenoBanusi He CMOIJINA /I0Ka3aTb, YTO
OHI MOTYT 3aMe/INTh MPOrPeCCUPOBAHNUE WJIH YCKO-
PUTbH IPOIECChl peanuTesnn3anuu. Takxe He creayer
Ha3HAYaTh WMMYHOTJIOGY/IUH TMAIEeHTaM ¢ HapyIlIeHu-
eM (YHKINHI TOYEK, TaK Kak oH HedpoTokcudeH [9-
1].

Heckombko mccjefoBaHUN TOKA3a/H, YTO IHKJIO-
ocdamur MoKeT GbITH XOPOIIMM BAPUAHTOM JIEYeH s
TEN. Ou 6pbicTpo mpekpaiiaer o6pazoBanue OyJLI, siB-
JISieTcst JlenieBbIM 1 Ge30MacHbIM HpernapaToM bBblia
Takke ToKasaHa 9(PdEeKTHBHOCTb NUKJOCHOpPHHA A
[12].

B K/JIMHUYECKOM cJiydae, KOTOPBIH MbI HPEICTABISI-
eM, y TaleHTKH OblJIa THITUYHAS Cblllb, COCTOSIIAS 13
IPUTEMATO3HDBIX IISITEH PA3HOTO pa3Mepa, HelpaBHJIb-
HOI (hOpMbBI, KOTOPbBIE CJAMBAJIUCH, 06pasyst GOJbliiie
ISTHA, 1 00Pa30BbIBAIN APSIOIbIe BOJIBIPU HA TOBEPX-
HOCTH, TIPH BCKPBITHU KOTOPBIX OIPEIEsIOCh 00IIHP-
HOE JINCTOBU/IHOE OTCJI0eH e anujepmuca. Ovaru ObLin
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CUMMETPUYHO PacrpeieieHbl Ha TYJIOBUIINE, KOHEYHO-
cTsaX. Y Hee TakiKe ObLM OGHAPYKEHBI OOIIMPHbIE HPO-
3un Ty6, HOCA, MOKPBITHIX FEMOPPArHYeCKUMU KOPKa-
M, 61e(DapOKOHDBIOHKTUBUT, & TAK3Ke 9PO3US TTOJOBBIX
OpraHoB u nepuaHajibHoil obaactu. [lopakennsiii BSA
6bun BbIite, yeM 30 %. BpIchbmanuio mpejiecTBoBaia
TUMIEPTEPMUST U WHTOKCUKAITHSI.

MATEPUANBI N METOAbI

B crarbe npeacraBien KJIMHUYECKMIl ciydail cuUH-
Apoma Jlaiiesra y anmenTKU CO 3T0KA4eCTBEHHBIM HO-
BOOOPA30BAHKMEM CHUIMOBU/IHON KUIIKK ¢ GHI00apHBIMU
MeTacTa3aMy B Ile4eHb, [TaJIJIMATUBHON pe3eKlueil Cur-
MOBHIHOI KHIIKI B aHaMHe3e, KOTOPOil ObLTa Ha3Ha-
yena tepanus nnaruéuropom BRAF — Bemypadenu6.
Ha ¢one mpmema mpenapara pa3BHJICSA TOKCHYECKUI
SMUIEPMATbHDIN HEKPOJIN3, TeHepain3oBanHast (popMa.
bBbira Hasnauena KOMILTEKCHAs Tepalnd, BKIOYaiomas
OTMeHY IIperapaTa, IOAJeP>KUBAIOIYIO TePaIio, MeCT-
HOe U CHCTEMHOE JiedeHne ¢ OIaroIpusATHBIM HCXOO0M.

PE3YJIbTATbI N OBCY>XAEHUE

Bompras B., 65 mer, o6patmiachk ¢ xamobaMu Ha
BBICHITIAHNS Ha KOXKe PA3JINIHOTO XapaKTepa, TOHKO-
cTeHHbIe GYJLIBI C CEPO3HO-TEMOPPATHYECKUM COJEPIKIU-
MBIM Ha TYJIOBHUIIE, SI3BBI CJAU3UCTDIX MOJOCTU PTa, O/IU-
Hoaruio, aHypuio B T€UEHHE CYTOK.

N3 anmamuesa: cuntasa ceGs GOJHHON € Mapra
2021 r., Korja BriepBble GbLIO BBISBIEHO 3JJ0KAYECTBEH-
HOE HOBOOGPA30BaHWE CUTMOBH/IHON KUIIKH ¢ 6106ap-
HBIMU MeTacTa3aMu B MedeHb. B ¢Bsi3u ¢ ueM GbLia BbI-
MOJIHEHA TTAJTHATUBHAS PE3EKINST CUTMOBU/HON KHIII-
ku. I1o JaHHBIM TATOJIOTO-THCTOJOTHYECKOTO HCCIIEN0-
BaHus1, ObLIa AHATHOCTUPOBAHA MEJTAHOMA CUTMOBW/I-
Ho¥l Kumiku, Metactaspl B 6 suMmdoysmax. [Iposeaeno
UMMyHOTHCTOXUMIYecKoe nccnegosanne (MTX), Bbisas-
sena myraiusg BRAF.

Yunreiag namuune myrtaiun BRAF V600E, manu-
eHTKe Oblja Ha3HaueHa tepanust uHrn6utropom BRAF —
Bemypadenu6 B no3uposke 960 Mr aBa pasza B CyTKH.
Ha mecsitbie CyTKH mpreMa TmperapaTta MalMeHTKa OT-
MeTHJIa yXyAlleHne OOIIero COCTOSIHUSI, TTOBBIIIEHUE
TeMIIepaTypbl Tea 10 39 TpagycoB, B TeUeHNE HECKOJIb-
KHIX 4acoB OT [e6I0Ta 3a60/I€EBAHUST TTOSIBUJIICH IPUTE-
MaTO3HbIE TIATHA Ha KOXe TYJOBUINA PA3JTMIYHOTO Pa3-
Mepa oT 1 ¢M 710 4 cM, OTEeK KOKH, Ha TYJOBHUIIE, BEPX-
HOX U HIDKHUX KOHEYHOCTSIX IIeTeXWaJbHAsT ChIIb.
CaMoCTOSTEIbHO TPUHUMAJIA AHTUTUCTAMIHHBIE TIPEMa-
patbl, 6e3 acpderra. B TeueHuwe CyTOK OTpHIlATENbHAS
JIMHAMUKA B BUJI€ HAPACTAHUS HHTOKCUKAIHOHHOTO, 6O-
JIEBOTO CHH/IPOMA, TOSIBIEHUsST aHypun. llanueHTka He
MOTJIa CAMOCTOSITETHHO BBITIOJHUTD TJIOTOK BOJIBI.

OO6GBbeKTUBHO TIPU MOCTYTJIEHUN: 06Iee COCTOSTHUE
Tskesioe, coorBetcTByeT OOKC no BO3 ECOG — 2,
Nunmexe KapwuoBckoro — 60 %. Temmepartypa Ttema
37,9 rpamycos. Poct 165 cM, Bec 60 xr. Tenocnoxkenne
HOPMOCTEHHYECKOE, THUTaHUuEe yMepeHHoe. JIpIxaHue
JKecTKoe, ocimabnennoe, xpumnos HeT. Y/I/1 20 B 1 Mum.
CepievuHble TOHBI IIPUTTYTIEHHDbIE, PUTMITYHbBIE, [ITYMOB

uet. Ilyanc 130 ymapoB B MUHYTY, pUTMUYHBIH, YI0B-
JetBopuTesqbHbIX cBoiicTB. AJ[ 100/60 MM prt. cr.
[Tepudepudecknx OTEKOB HET.

Jlokaabubiii craryce (puc. 1): Ha koxe Tysnosuma,
KOHEYHOCTAX MOINMOP(HDIE CNBAIONIIECS BBICHITTAHNS
B BHUjle 6arpoBO-KPACHDBIX IISITEH C CHHIONIHBIM OTTEH-
KOM, IMAIlyJbl, My3bIPbKN, MUIIEHEBU/HbIE OYard TH-
TaHTCKUX pa3MepoB. Ha Koxke TyJOBHIA MHOKECTBEH-
HbIe OYJUIBI C CEPO3HO-TEMOPPATMYECKIM COIEPSKIMDIM,
OpU KOHTaKTe paspymaiorcest (IOJIOKUTEbHbIR cuM-
nroM Hukosbckoro), o6pasyst o0LIUPHbIE SIPKO-Kpac-
HbIe 9PO3NPOBAHHDBIC MOKHYINNE TTOBEPXHOCTH, OKaiiM-
JIeHHble OOPBIBKAMM TIOKPBIIEeK My3bipeil. Ha camsn-
CTBIX 000JI0YKAX ITOJIOCTH PTa, HOCA, MOJOBBIX Opra-
HOB, KOK€, KPACHOU KaliMe Ty6 U B MepPHAHAJILHON 06-
JIACTH aHAJOTHYHbIE IY3BIPH, ITIPH KOHTAKTe OBICTPO
BCKPBIBAIOTCA. Pe3ko 6osiesHeHHbIe 9PO3HH, HOKPDITHIE
cepoBatbiM (pUOPUHO3HBIM HaseToM. Ha KpacHOll Kaii-
Me ry6 ToJIcTBIe GYPO-KOPHYHEBBIE TEMOPPArnvecKue
KopkH. I'aguble 160K — CBETOGOSI3Hb, OIPE/IENSIOCH
MOKpacHEHNe W OTEYHOCTb OPOUTAIbHOH KOHDBIOHKTHU-
BbI — 671e(DapOKOHBIOHKTHBHT.

BricraBien auarnos:

Ocnosnou: Pax curmosugHoit kumkn pT3N2aM1
IV cragusa. 03.03.2021 r. — masmaTUBHAS PE3EKITUS
curMoBnHOM Kumku. CocTosiHe Ha oHe TPepBaHHO-
TO Kypca TapreTHOI Tepamnu 1o cxeMe: Bemypadenno.
JlekapcTBeHHAS HEEepPeHOCHMOCTh. TOKCHYeCKHil amu-
JIePMaJbHBI HEKPOJN3, TeHepaln3oBaHHAs QopMa.
Cunppom Jlaitenna.

Conymcmeyiowui: VBC: aTtepocKIepoTHIecKmii
Kapamockaepo3. Arepockiaepo3 Aoptel CH I ¢ coxpa-
HEHHOI CUCTOIMYEeCKON (DYHKITHEN JIEBOTO JKeTy0IKa,
DK2. AneMus cpefHell CTEIEHN TSKECTH TOKCHUECKO-
TO TeHe3a. PeakTWBHBII TPOMOOINTO3.

[TanmenTtka uMesa HeOJATONMPUITHBIE TPOTHOCTHYE-
ckne akTopbl Hcxoga 3a0oJeBaHus, TaKMe Kak BO3-
pacT, 3J0KadecTBEHHOEe HOBOOOpA3oBaHUe B aHAMHe3e,
HATMUWe TaXuKapanm, mopaxkenne 6osee 10 % moBepx-
voctn Koxku. Takum o6paszoM, SCORTEN cocraBua
S 6aJIIOB, YTO YKA3BIBAJIO HA BBICOKUI YPOBEHDb PUCKA
neraaprocTn 710 90 %.

JlaGopaTtopHo npu HOCTYIJIeHHH OblIa BbBISIBJIEHA
aHeMUs cpeJHell CTemeHW TSUKeCTH, J03WHOTEHHH,
TPOMGOLIUTO3, THIEPOUTUPYOUHEMIST 32 CYET IPSIMOi
dpakmmm, amcHaTaHC IJEKTPOTUTOB, MOBBIMIEHTE
CO?3, runeppnbpHOTECHEMIS, THIIOTIPOTCIHEMIS.

Bb110 BBITIOIHEHO MUKPOOHOJIOTHYECKOE UCCIE10BA-
HEe cocKoOa ¢ KOxU Ha Tpubbl (IPOKIKEBbIe, ILICCHE-
Bbl€, IePMATOMUIIETDI), MUKPOOUOIOIUYECKOE HCCIeN0-
BaHNE OT/EISAEMOTO BBICHITHBIX 3JIEMEHTOB KOXH Ha
YYBCTBUTEJIBHOCTh K AHTHOAKTEPUATBHBIM U ITPOTHUBO-
TpHOKOBBIM TIpemapaTaM C TpeX YYacTKOB KOXKM.
[Tposesenbl  KoHcyabranuu odraabmonora (uardos
Asneprudeckuii 61epapOKOHbIOHKTUBUT), KOMOYCTHO-
Jlora, OTOPHMHOJIAPUHTOJIOTA.

HasnaueHa KOMILIEKCHAs Tepamys, BKJIOYAIOIIAST
OTMeHY TIpeTapaTa, HOIeP>KUBAIONLYI0 TePAIHIO, MeCT-
HOe M cmcTeMHOe JedeHne. CuMITOMaTHYecKoe Jede-
HHe BKJIIOYAJIO BOCIIOJHEHNE KUAKOCTH U HYyTPUTHBHYIO
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PucyHok 1

JlokanbHbIN cTaTyC MNPY NOCTYNIEeHUN
Figure 1

Local status on admission

HaLII/IeHTKe ObLIM Ha3HAueHbI BBICOKHE

TO/ITEPIKKY .
JIO3bl CHCTEMHBIX M TOIMYECKUX KOPTHKOCTEPOH/IOB,
AHTUTUCTAMIHHBIE TPENapaThl, IMMYHOTJIO0YINHOTEPA-
U U CUCTEMHbIE aHTHOMOTHKH. MectHast 06paboTKa
KOXKM U CJIM3UCTBIX 060JIOUEK, TIPOBO/MMAsI B CTPOTOi
acenTnyeckoil Texunke. OHa TakyKe MOJTyvYasa ria3Hble
KAl ¢ PacTBOPOM IMKJI0ocoprHa. [lopaskenue nmoso-
BbIX OPraHOB JIEYNJIM MECTHBIMH KOPTHKOCTEPOUIAMU
JUIs npefoTBpalierust o0pasoBatus cunexuil (puc. 2).

Cxema JeyeHus:

- CHCTeMHbIE TJIIOKOKOPTHKOCTEpOu/pl. IIpeami-
30JI0H 2 MT/ KT/ CyTKI BHYTPUBEHHO B TeueHne 10 e,
BBogMMas mo3a 120 mr. B pasphefimeM mepexo[ Ha Te-
popasibHbIil 11preM co cHmKenneM Ha 10 Mr kajble
CYTKH;

- uHTeHcuBHAs nHdysnonuas repamus. Kosmonabr:
nexcrpan (peonosmrmokni) 400 M BHYTPHBEHHO Ka-
MeJIbHO; KPUCTATOM/bI: KAJIUsI XJOPH/ + HATPHUS XJIO-
pun + Marang xaopu 400,0 My BHYTPHBEHHO KaTleJIb-
HO (KOPPEKIUs [J03bl OT YPOBHS UOHOB); HATPUSI XJIO-
pua 0,9% 400 M1 BHYyTPMBEHHO KaneabHo (KOppeKmns
or yposus IIB]I, auypesa);

- TeTJIeBbIE TNYPETUKI;

- anTHOaKTepHaJabHAsT Tepanus: AMOKCHIMJINH +
KnaBymanoBasg xkwmcaora 1,2 T Kaxapie 6 dYacos,
Metponnmazon S00 MT Kaxk/pie 8 4acos;

- BHYTPUBEHHbIE UMMYHHOTJIOOYJIUHBL: IMMyHO-
r00yJINH  YeJOBeKa HOPMAaJIbHBIH, BBOAMMAsS /1034
120 ™r mepsble 3 CYTOK;

CALeunuria
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- ractponpotekiust: KBamarea 40 Mr B/B cTpyiiHo,
€)KeJIHEBHO;

- rrasubie Kamm ¢ 0,05% pacTBOPOM IUKJIOCTIOPH-
Ha 2 pasa B /ICHD;

- MecTHast 06paboTKa MOJIOCTH PTA;

- o6es6omBanue: MopduH 1% B/M M0 MOKA3aHUAM;

- yMepeHHasi HEKPOKTOMUST Ha KOXKeE;

- penkue mepeBsisku, 1 paz B 2 cytok. Ilepsbie
4 CyTOK — JIEKCIIAHTEHOJI, Jlajiee TIePexo/l Ha 0J1a30JIb
Ha MalleprupOBaHHbIE YYACTKH.

Jledenne mnpoBogmioch B Tedenne 10 cyTok.
Orcrioiika snujepMuca MpojoJIKalach B TedyeHHe
6 [aHell mocse MOCTYIUIEHUS. JBOJIOIHs Oblia 6yaro-
npusitHoil. CaMOCTOSITEJIbHO TIPUHUMATH MHUIY Ialu-
€HTKA CMOIJIa B IIePBble CYTKHM TOCIUTATU3AINK 110CTe
Havyata ropMoHasbHOI Tepanuu (puc. 3).

3AKJTIOHMEHUE

Cungpom Jlaitenma — peznkoe 3a6oJeBaHue, YTPo-
JKalolee JKM3HN TaIeHTa. AKTYyaJbHOCTb MPOOGJEMBI
JIeYeHHs TMallleHToB ¢ cungpoMoM Jlaitesna ne moge-
JKUT COMHEHHIO, a IIOMOIIb JOJ/DKHAa OBITh OKasaHa B
MaKCHMaJIbHO PAHHUE CPOKH OT gelioTa 3a60JIeBaHUA.
He crout 3a6piBaTh, 4TO JaHHAS MATOJOTHS BCTPEYALT-
cs1 B IPAKTHKE BPavell pasJMuHbIX CHEIHaJIbHOCTel, a
BBIABJICHHBIC TIPU3HAKN BINAEPMATBLHOTO HEKPOJIN3a
SBJIAIOTCA a0COIOTHBIM IOKA3aHHeM IS 9KCTPEHHOI
TOCTINTAJIN3AIIN B OT/[eJICHIE PeaHNMAIlNH 1 HHTEHCUB-
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PucyHok 2

JlokanbHbIN cTaTyC Ha NPOMEXYTOYHOM 3Tare fe4yeHus
Figure 2

Local status at the intermediate stage of treatment

PucyHok 3

JlokanbHbIN cTaTyC NpK Bbinucke
Figure 3

Local status at discharge
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HOll Tepanuu. JleueHne aHHON KaTeropuu IalieHTOB
JIOJIKHO  OCYHIECTBJATHCS  MYJbTUAUCITUIIIMHAPHON
6purajoii Bpaueii, BKJIIOUAsS aHECTE3NO0JIOTa-PEaHNMAaTO-
Jiora, jepMaroJiora, KOMOyCTHOJIOTa W APYTUX CIelna-
JucToB. JlaHHBIN KJAMHUYECKUN Cay4yail HarJsaHO WJI-
JIOCTPUPYET HEOOXOANMOCTh Ge30TIaraTelbHON NHTEeH-
CUBHOI Tepamuu B MOJHOM O0ObEMe U B caMble PaHHUE
cpoxu 3a60JIeBaHUs, TPEIOCTABISIET METO/IbI JIETeHUs
JIAHHOM T1aTOJIOTHH, TIO3BOJIAIONINE TIPEJOTBPATUTD Pa3-
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