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AHHOTaLUg

B CTaTrbe r[pe;aCTaBneHa COBpeMeHHa}I KOHIENMIMA TCYCHUA
CI/IHI[pOMa Cesapn, Bb160p OIITUMATIBHOI'O Tepar[eBTI/mecxoro
a)II‘OpI/ITMa, a TaKXe cny*{al?[ COGCTBeHHOI‘O HaGHIOJICHI/IH.

KnioueBble cnoBa
Cunpgpom Cesapu, koxubie T-Krerounbie nuMmdpomsi, GpoTo-
Tepamns, peKCMHONABI, OeKcapoTeH

Cunppom Cesapu (CC) siBnsieTcs neiikeMmye-
CKVIM BapMaHTOM T- K/IeTOYHO SMI/IePMOTPOITHOM
nUMGOMBI KOXKM, KITVMHUIECKY TP OSBIISIOUINIICS
IIOKpaCHEHMEM BCErO KOXKHOTO IMOKPOBa, KPYIIHO-
IJTACTMHYATBIM LIETyLIIEHNMEM, a TAK)Ke CCTEMHBI-
MU TTOPaXEHUAMMU. ITOT OTHOCUTENTbHO PemKUit
[lepMaTo3 XapaKTepMU3yeTcsl 3a4acTyI0 CIa0bIM KIIV-
HMYECKVM OTBETOM Ha IIPOBOAVIMYIO TEPAINIO U

Summary
This article presents the modern concept of major therapeutic
algorithms Sézary syndrome, and the case of our own
observation.

Keywords
Sezary syndrome, cutaneous T-cell ymphomas, phototherapy;,
rexinoids, bexarotene

He0/1arOIpUATHBIM IIPOTHO30M 6e3 a/jeKBaTHOTO
neyenns[1]. Eue omHO 06 bEKTUBHON CIO’KHOCTDIO
B BeJleHVM OO/IbHBIX C IAHHO ITATOIOT VN SAB/IAETCS
HEeOOXOAVMOCTb Y4acTys B IPOLiecce ANATHOCTUKI
U JIedeHsI Bpadeil HeCKOJIbKUX CIIeLaIbHOCTeN [2].
Hepocrarounoe xonmdectBo kabuH pororepannu,
oTcyTcTBUE Ha Tepputopuy Poccuiickon Penepanyn
mneHsnpoBaHHbIX FDA jlekapcTBEeHHBIX ITpernapa-
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TOB BTOPOII ¥ TpeTbell TMHUY Tepallui, SABIATCA
OJIHOJI 113 BaXKHBIX IIPO6/IEM IIPAKTUKYIOLIETO Bpa-
vya. Kpome atoro HeperynsipHoe obecriedeHe mum
I/10XadA JOCTYIIHOCTD IIperapaToB B allITeYHOI CeTH,
3aperucTpMpoOBaHHLIX B Poccuy 1 mpUrogHeIX [
nedeHns cuHgpoma Cesapu, He IIO3BOMAIOT HaKa-
IUIMBATh COOCTBEHHBIN IIONMOXKUTENbHBIN OIBIT B
BefleHny OOJIbHBIX C JAHHOI ITATOJIOTHel Y epMa-
TOJIOTOB U Bpauell APYTUX CllelaabHOCTe.

B sTOI1 CBA3M, Cy4ay IONTHOV PEKOHBAIECLEH-
LIV VIV JITATETIbHOM peMUCCUy y GOIBbHBIX C CUH-
npomoM Cesapy ABIAIOTCA PEIKUMIAL.

Onucaxue GonbHoro

bonpuoit E., 52 net 06paTI/IHC}I ¢ )anobamm Ha
IIOKpacHEHNE U CYXOCTb KOXKM, COITPOBOKIAOLINXCS
MHTEHCUBHBIM 3YJIOM.

13 aHaMHe3a U3BECTHO, YTO OOJIEH B TeUeHE 1IIe-
CTM JIET, KOTJ}a BIIepBble OABMINCH KPACHbIE IIATHA
Ha KO)Ke TY/IOBMIJA, KOTOpbIe He CONPOBOXKAAINICDH
CyObeKTUBHBIMU OlfyIieHnAMU. CaMOCTOATEIbHO
He JIeUNICA, 32 MEAVMLIMHCKOI OMOIIbI0 00paTmI-
¢ MUIIb yepe3 3 roga. 3a 9To BpeMs 3abojieBaHMe
IPOrpeccupoBaIo: 3yJ, yCUINICA, BbICBIIIAHNA I10-
ABWINCH B MECTAX COIPUKOCHOBEHUA C OJEXKMO0M, a
4yepes HEKOTOPOe BpeMs B IIaTOIOIMYECKMIA ITPoLiece
OblTa BOBJIeYeHa BCA KOXKa. B 06/1acTy BHyTpeHHeit
HoBepXHOCTU 000ux Gefep Ha (HoHe CyXOii, TuIe-
PEeMIPOBAHHOI KOXKM CPOPMIPOBAINCDH TPEIIUHBI,
3KCKOPMALMM, YCUIMIOCh KPYIIHOITACTMHYATOE
HIeTyIeHHe.

B ampene 2012 roga npu obpaijeHnn 3a Meau-
LMHCKOJ1 TIOMOUIBIO K €pMaTOJIOry II0 MECTY K-
Te/IbCTBA OBIIV BBITIOTTHEHBI TAOOPATOPHBIE MICCIIENO0-

BaHMsA, KOTOPbIE II03BO/IVIY BBISABUTD IIOBBILICHIE
OTHOCUTE/ILHOTO Ko/mndecTsa muM@onnTos 1o 95%
B nepudepndeckoir Kposy. Ha ocHoBaHMM JaHHBIX
K/IMHIYECKOTO 1 TabOpaTOPHOTO MCCIef0OBaHMIT
BbICTaBJIeH AuarHos: Jlnmmdoma. PekomennoBana
KOHCY/IbTAIUS TeMaTo/Iora. B TeyeHne HeCKOMbKUX
MecsALeB IPOBOAV/IACH TePAIVs Pa3/ITYHbIMU AHTH -
TYCTaMMHHBIMY TIperapaTamy, 6e3 KIMHINYeCKOro
adpdexra.

B nmocnenyromem 60/1bHOI OBIT TOCIUTANTN3Y-
POBaH B TePaNeBTIYECKOE OT/E/IEHNE C JUATHO30M:
T-kneTounas mum¢oma ¢ BOB/IeYeHMEM KOXKI, JIVIM-
(daTuyecknx ysnioB LIeV, HOAMbIIIEYHbIX, ITAXOBBIX
Y IOPTA/IbHBIX TMMQATNYECKUX y3/I0B B CTAJUN
neiikemusanun (cuagpom Cesapu) / T-K1eTOUHBDII
XPOHMYECKNIT JIENIKO3.

Jlo Havasta TedeHNs Koxka 60IbHOTO Ha BCEM IIpO-
TSDKEHMY OblIa APKO KPACHOTO IIBETa, 3HAYUTETbHO
MHOWIBTPUPOBAHA, C IPM3HAKaMU KPYITHOIUIACTUH-
4aToro enyuenus (puc. 1).

3a BpeMs HaXOXK/IeHNA B CTAlVIOHape OBUIN IIPO-
BeJleHbI CTIeYIOIe BUbI ICCTI OBaHMIL:

1. Tucronornyeckoe yccaefoBaHMe KOXM: KOXKa
C PBIXJIBIM TMMQONUIHBIM NUHOUIBTPATOM B I10-
BEPXHOCTHBIX C/IOSIX JJePMBI, COCTOAIINM 13 KIeTOK
CpefiHero pasMepa C Af;paMiu HelIpaBUIbHON (pOPMBI
¥ IPOSIB/IAIONIVX TPOIHOCTD K SMMUAEPMUCY 1 00-
pasoBaHMeM MHOTOYMC/IEHHBIX abcieccos ITorpue
(puc. 2). Mopdonorndeckas KapTuHa ¥ UMMYHO-
(dbeHOTUNIPOBaHNE KJIETOK COOTBETCTBOBAJIO IPM-
0OBMIHOMY MUKO3Y.

2. Ilntonormyeckoe mcciegoBaHme KOCTHO-
ro Mo3ra. KileTouHbIi1 KOCTHOMO3IOBOJI ITyHKTAT.
Opurpomnoss HopmobmacTuyecknit. [nneprnasmusa

Puc. 1. Koxa 6onbHOro oo Hauyana ne4yeHus
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nuMdougHOro pocTka go 48,8%, numdongHoie
KJIeTKM TIPefCTaBIeHbl Ma/IbIMMU TMMQPOLUTAMA C
1epuOpuPOPMHBIMU AAPAMU Y BBICOKUM sI[JepHO-
IMTOIUIa3MATIYEeCKVIM COOTHOIIEHVEeM (MeTKOKIe-
TOYHBII BapMAHT KJIETOK Ipu cuHppome Cesapn).
MerakapyouuTbl pasanyHOM CTEIEHN 3PEIOCTH C
yMepeHHBIM TPOMOOLMTO0Opa3oBaHMEM.

3. immyHodeHOoTHIIMPOBaHKe. [Ipu mpoToy-
HO-IIMTOMETPUYECKOM VICCTIEIOBAHUY JIN3MPOBAH-
HBIX K/IETOK I[€TBHOTO KOCTHOTO MO3Ta Ha rpadu-
Kax 3aBucuMocTu axkcrpeccun CD45 aHTHureHa ot
CUTHa/IOB OOKOBOTO CBeTOpaccessHus B MMMQo-
IIMTapHOM OKHe OOHapy>KeHbI IATONOTUYECKME
T-nmumdorutsl ¢ ab6epaHTHBIM COOTHOIIEHMEM
ocHOBHBIX T-nmuMonpnbix anturenos CD4/CD8
(90% CD3+ T-mumdornmros umeroT penorn CD4+)
u neneit T-knerognoro peuenrtopa (TcRap/TcRyd,
HpaKkTH4ecKy Bce T-KIeTKY MO3UTUBHBI 110 SKCIIpec-
cun TcRaf; CD3+; TcRaP+=93,4%), Ha 9THX K/leTKax
TaK)Ke BBIAB/IEHO CHVDKEHME CTENeHV MHTEHCUB-
HOCTU aKcnpeccun T-kneTouHoro antureHa CD7,
YTO HeXapaKTepPHO /ISl HOPMaIbHbIX TMM(OLNTOB.
TakuMm 06pasom, 3TV KJIETKM UMEIOT T-K/IeTOUHBI
umMmyHopenotun: CD2+; CD3+; CD4+; CD5+;
CD7dim+; TcRaf+, 4T0 1103BO/ISIET IOCTABUTB IIPefi-
BapUTE/IbHBIN UMMYHO(DEHOTUIINIECKIUII JUATHO3:
cunpipom Cesapu.

4. IlIpu cnupanbHOM KOMIBIOTEPHON TOMOTIpa-
¢bum men 1 OpraHoB TPYAY, )KMBOTA M MAJIOTO Tasa
BBIAB/IAITCA MHOTOYVIC/IEHHBIE ITTyOOKMe U I110-
BepXHOCTHBIE Y3716l 110 1,4x0,8 cM (mpepropraHHble
nuMdarndeckue ysnsl). B meitHoM oTmene mosso-
HOYHNKA BBIAB/IAIOTCA JleTeHePaTUBHO-AUCTPOPU-

JecKye U3MeHeHMA (0CTeOXOH/PO3, OCTE0apTpPO3,
apTpPO3 YHKO-BepTeOpaIbHBIX COYIeHeHNT). B 30He
CKaHMPOBAHMA B JIEBOJI BEPXHE-YEIIOCTHOM Ta3yxe
BBIABIIAITCA YTONIIEHNE CIU3MCTON 000I0YKN U
Haj/I4aue rycroro cogepxxumoro (no +15HU). Busy-
a/IN3UPYIOTCS HEMHOTIOUMC/IEHHbIE IIOAMbIIIE€YHbIE
numMbatndeckue y3nbl 1o 2,9x0,7 cM (¢ >KMpOBBIMU
Boporamu) u 1,9x1,1 cM-cpaBa; go 3,3x2,0 cm (¢
>KMPOBBIMU BOpOTaMI/I) n 2,4x1,1 cMm. cinesa. Ile-
4yeHb yBenuuyeHa B pasmepax (KPP=20,1), ogHo-
POLHON CTPYKTYPBHI, INIOTHOCTbIO +40...+46HU.
Busyanusupyorca: efiMHNYHbIE IIOPTA/IbHbIE TMM-
(baTquCKI/[e y3nbl pasmepamu 1,0x0,7 cm n 1,1x0,7
CM; eIVHMYHbIE ITO/B3/IOIIHbIe TnMdaTHIecKne
y3nblI o 0,9x0,6 cM. cripaBsa, a TAK)Ke MHOTOYMC/IEH -
Hble ITaXOBbIe }II/IM(I)aTI/I‘IeCKI/Ie y37blL, 10 2,7x1,4 cM
copaBa 1 3,6x1,9 cM cieBa. BoIABIAKOTCA fereHepa-
TUBHO-AUCTPOdUYECKMe U3BMEHEHN TPYJHOTO 1
HOACHMYHO-KPECTIIOBOTO OT/€/IOB II03BOHOYHMKA
(0CTeOXOHPO3, OCTE0APTPO3).

3akmovyenne: KT-npusHaky yBenudeHus 1um-
¢doy3/10B IIeu U NaxXOBbIX Y3/10B. [emaTomeranns.
Ienato3 I crenenn. KT-npusHaky 1eBOCTOpOHHETO
raliMOpHUTa.

5. YnpTpa3sByKoBOe€ MCCIe[JOBaHM/E OPTaHOB
OpIOIIHOI IIOJIOCTY: TelaToMeTaaus ¢ XUPOBOI
uHuabrpanyei II crenenn.

6. OxokapauorpaduyecKkoe VCC/IeloBaHNe: CTeH-
KJl @0PTHI YIUIOTHEHBI, TUIIepTpodusa Muokapaa
JIEBOTO >KeTyJ0YKa, AMACTOMMYeCKass JUCHYHKIA
I Tnma.

3a BpeMs HaXO0X/JeHUs B TepaleBTUYeCKOM
OTZHeeHNM ObIIO HPOBEAEHO 8 KYypPCOB IIOTMXU-

Puc. 2. TucTtonornyeckas KapTuHa Koxu: numbouaHas MHGUNLTPALMS AEPMbl U 3NUTENNS
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muotepanun: «CHOP» (uuknopocdan-750 mr/
M2+J0KCOpyOnIuH-50 Mr/m?, BUHKpUCTUH-1,4 Mr/
M2-TIepPBBIii JleHb, IpefHN30/10H 40 Mr/m? -1-5 nHN)
+ «[Ipoctimpmn» (200 Mr B/M- 21 fieHb).

OT IpoBOAVIMOII TepaINy HaOTIOAICS TONIOKN -
TEe/IbHBIN, HO HENIPOJOJDKUTEIbHDIN KIMHUNYECKNI
a¢ddekT B Bijle CHUIKEHMsI OTHOCUTE/IBHOTO YMCTIa
mmM$onnToB 10 48%, paspelleHne 57TeMEeHTOB KOX-
HOJ1 CBIIN.

Yepes 2 mecsi1ja B CBSI3U € 000CTpeHMEM B Tede-
HI1e KOXKHOTO IIPOIiecca MaleHT ObII TOCIINTaIN31-
POBaH B PafMOIOrNYecKoe OTAe/NeHNe /IS TeYeHU A
II0 OCHOBHOMY 3a6oseBannio. [IpoBopumacek Tepa-
v OBICTPBIMY STIEKTPOHAMMY, OJHAKO, B CBA3M C
BO3HMKHOBEHIEM JIy4eBOTO IePMAaTUTA 2 CTEIeHN
NledeHme ObIIO IPeKpaleHo.

ITpu obpamennn Ha kapenpy C3IMY um. VLI
MeuHnKoBa ObII BBICTaB/IeH AnarHo3: CMHAPOM
Cesapu. ITonyuan cucTeMHble KOPTUKOCTEPOM/bI
(IpesHM30I0H) B CYTOYHOII fo3e 60 MT, ¢ Iocieny-
IOIIVIM CHYDKEHUEM JIO MOfiiep>KMBaroleil 1o3bl. OT
IpoBOAUMOI Tepanuy 3¢ deKxra He HAOTIO[ANTOCD,
HAIIPOTUB — NOSAB/IAINCH HOBbIE BBICHIIIAHMA B BUJIE
MMKPOBE3MKY/I Ha IOBEPXHOCTU TUIEPUMUPOBAH-
HOJI KO, 001jee caMOYyBCTBYE YXYAUIUIOCD,
HOSBM/IACh HAPACTAIOMIAsA OJBIIIKA, CTOMKO IOBBI-
CUJIOCH apTepuabHOe iaBneHne 1o 140/100 MM pT.
CT., IOAABUINCH TOJIOBHBIE 60/M. B cBA3M ¢ 1U10X0M
IEePEeHOCUMOCTBIO TePANNy, OTCYTCTBYEM KIIVHMU-
gyeckoro a¢dekra, CyTouHas 03a CUCTEMHBIX KOP-
TUKOCTEPON/IOB ObI/Ia CHI)KEHA, B IOC/IeAYIOIeM
nperapaT OblI OTMeHeH. PekoMeHJ0BaHbI HApY>KHbIE
CYIIepIIOTEHTHBIE KOPTUKOCTepOou ibl- (K106eTason),

nuTocTatuky (MetoTpekcar) B/M 20-30 mr 1p/Hep
B TedeHMe 2 MecsAleB. B nepsble JHM TPOBOJUMON
Tepanyy OTMe4aa He3Ha4MTe/IbHOe YIy4IIeHue B
TeyeHe KO>KHOTO IIpoLiecca B BUJie CHIDKEHMA UH-
TEHCUBHOCTHU 3y/ja, YMEHbIIEHUY TUIIEPEMIUN KOXKI,
OJJHAKO 10C/Ie 12-0i1 MHbEeKL UM METOTPEKCaTa K-
HIYeCKVie CUMIITOMBI BO30OHOBIU/INCD, 3aTEM CTa/IN
HapacTaThb: 3yJ yCUINICSA, HOSBUICS SKTPOIIVIOH BeK,
03HO0 He NpeKpallancs, B TeYeHNe JIUTETbHOTO
BpeMeHU TeMIlepaTypa Tena coxpaHsanach 38°C.

B aBrycre 2014 601bHOI OB IpefCTaB/IeH Ha
KIMHMY9ecKoM paszbope [IpesunenTy ¢ppaHifysckoro
O6uecTa gepmaronorun. [IMaros nNoaTBep>KAeH,
OJIHAaKO IUIaH Tepanuy OblI CKOPpPEeKTUPOBaH. B Te-
JeHMe MOC/IeAYONIX 6 MeCsALeB MaIeHT HOoIy4dal
CHCTEMHBIE peTHHON B! (aluTpeTuH 25-50Mr/cyT)
B couetanuy ¢ PUVA repanueit (KymynsaTuBHas
mosa — 245 JIx/cm?). OT IpOBOAMMOIL TepAINy yKe
C IIePBbIX Hefle/Ib OTMETIII yIy4lleHle B TedeHe
KOXXHOTO IIpoliecca: MTHTeHCHBHOCTD TUIIEPEeMUN U
MHQUIBTPALNA KOXKM 3HAYUTENBHO CHUSWINCD, U
IIOJTHOCTBIO Pa3peIlInch K Hauasy 7 Mecsa ¢Goro-
Tepamnuim.

Ha BceM mpoTs>keHMM KOXKa OYMCTUIACH OT
crienmuyeckux BIchimanmii (puc. 3). YyscTBo 3yzna
CTaJIO TIOAB/IATHCS SNM30MIECKY, OfHAKO B 00/1acTI
JIaJiOHel1 U TIOTOLIB [UTNTETbHOE BPeMsI COXPaHA/INCh
OYary rumepkepaTosa.

O61ee coCTOSHNE 3HAYUTEIBHO YIYYIINIOCD,
IIOKa3aTe/Iy TeMOAMHAMUKN BOCCTAHOBVIINCD IO
IIp€/leIoB BO3PACTHOV HOPMBI.

B x/mMHIMeckoM aHas3e KpOBY PV BBIIIVICKE BBI-
aBnsiock: Fr-4.50x10'2, Hb-141r/n1, Tr-190x10°, Leu-

Puc. 3. Mocne nonyyexus kypca Re-PUVA Tepanum koxa ounctunach ot cneumuduyeckux BbiCbinaHmii
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30.57x10°, CO3-35 Mm/4, mimMounTei-86.9%, MOHO-
muThI-2.2%, HeﬁTPO(anbI cerMeHTosgepHble-7,7%,
303MHO(1)M}11>1-3,2%, TpUranepusl-1.75 Mmonn/m,
AJIT-22.90 ENl/n, ACT-28.80 En/n, 6unupy6un 06-
muii-8.10 MKMOJIB/ L.

B rucronormueckom 3akmouenuu (puc. 4 a,
b): B asmmpepmmce KOXM OTMeYaeTcsi HEpaBHO-
MepHBIIl Iapakeparos, McopuasudOpMHBIN aKaH-
TO3; MMEIOTCS TUMQOUTHbIE KIETKU C sApaMu
Pas/INYHON BEIVYMHBI, CTEIeHV BBIPAKEHHOCTU
6asodunos, ranonumeonuTs. B mepme ompene-
JISIeTCs OJIOCOBUIHBIN MHPUIBTPAT, COCTOSINI
IPeVMYIIeCTBEHHO 13 aTUIINYHBIX TMMQOIUTOB C
ANpaMIU TPUAHTYIAPHOI GOPMBI 1 LiepedpudopMm-
HBIMIU sifipaMi. [JaHHbIe KJIETKM IMEIOT TeHIEHIINIO
IPOHMKATD B SMNEPMIC Ha BCEM NPOTSKEHNUM.
Arynyynble 1MMQOUNUTH B SNNUAEPMUCE UMEIOT
OonblIve pasMepsl, YeM B iepme. MecTamu, Mexy
KOJUIAT€HOBBIMM BOJIOKHAMM OTMEYAIOTCH aTUIINY-
Hble TUMQOLNUTDI, paclojarawolyuecs TMHENHO
(«indian-file cells» cunppom).

3ak/aro4yenne: ONMCaHHble IMCTOIOIMYECKIIe 13-
MeHEeHMS XapaKTepusyloT KapTuHy T KIeTOIHOII
AMNEPMOTPOIIHOI TNM(OMBI KOXKI.

BonbHOIT 6BUI BBINNCAH U3 JePMATO/IOTNIECKOTO
OT/Ie/IeHNA C IIe/IbI0 TPOJJO/KEHS JIEYeHNS y TeMa-
TOJIOTA II0 MECTY >KUTETbCTBA.

[Tpu KOHCy/nbTAL MM reMaTO/NOra M3MEeHEeHUs
nokasareseii nepudepuieckoil KpoBy paclieHeHbl
KaK «He KPUTUYECKVEe», a 3a/ja4a 110 MOfiep>KaHIIo
COCTOSIHMS KOXXM, CBOOOJHO OT CIienpuiecKux
BBICBIIIAHNII OTIpefie/ieHa KaK IepBOCTeNeHHAs.

ITpu nosiBIeHNM CUMITOMOB T'ellaTo- U CIUIEHO-
Mera/iny, HOBBIIIEHNY KOIMYeCTBa TMMQOINUTOB B
nepudepudecKort KpoBU LielecooOpa3Ha MOBTOPHASA
KOHCY/IBTAIVIA C I1e/IbI0 Ha3HAUEeH N XYMUOTEPATINIH,
VIV peIIeHNY BOIIPOCa O 11e/1eCO00PasHOCTY TPAHC-
IUIAHTAIUY KOCTHOTO MO3Ta.

06cyxpaeHue

AHanmu3 JaHHOTO K/IMHUYECKOTO CTydast MO03BO-
JISIET CHeNaTh BBIBOJ O HEIPPEKTUBHOCTU HEKOTO-
PBIX JMArHOCTUYECKNX U TePAIEBTUYECKUX MEPO-
IPUSATHUIL, BBIIIOTHEHHBIX 332 BpeMsl IIPOXOXKIEHNS
06cmefoBaHys 1 iedeHns1 naryeHTa. AMOyIaTopHO-
AMArHOCTUYECKMIT A/ITOPUTM OBUT BBIITOTHEH 160
B U3NMMIIHEM 0ObeMe, 1160 HeCBOEBPEMEHHO MIN
He [IOTHOCTBI0. TaK, B Te4eHe IIePBbIX HECKOIbKIX
JIeT, Ipy 0OpaleHNn I K JepPMaTO/IOry MalMeHTy Bbl-
CTaBJISUIACh PA3NNIHble KIMHUYECKIE AMAarHO3bl,
XapaKTepU3YIOIyie COCTOSIHME KOXK, He KaK 3/10Ka-
yecTBeHHOE 3a00/IeBaHMe, a KaK BOCIIA/IUTETbHbII
[lepMaTos.

VI3BecTHO, 4TO B GO/IBIIMHCTBE CTy4aeB BBIChIIA-
HIISI Ha Ha4a/IbHBIX CTaAVsIX T-K/IeTOYHBIX TMMbOM
KOXXI1 He MMEIOT YePT HO30/I0TMYECKOI ITPUHATIEX-
HOCTY 1 SIBJISIIOTCS ManocnenyduanpiMi [3], oqHako
y ZAHHOTO IAIlJieHTa OTCYTCTBYE KIMHIYECKOTO
addexTa HA IPOBOAUMYIO JIUTETHHO TEPATINIO
MOTr/I0 OB SIBIATHCS MMOKa3aHMEM ISl IPOBefe-
HIISI JUArHOCTIYeCKoil 6uoncun koxu. C gpyroit
CTOPOHBI, IMEHHO XapaKTep 37IeMEHTOB KOXXHOI
ChIIM, X TOHOrpadusi- BBICHIIAHNS GBI BCETHA
c(hOKyCHPOBaHBI B MECTAX TPEHMS KOXKU OREKOI,

Puc. 4 a, b. inarHoctuyeckas 6uoncus y 6onbHoro nocne nevyequs. Mo cpaBHeHuto ¢ MopdonoruyeckuMmn U3MeHeHu-
SIMU 0 Ha4Yana JIeYeHUs OTMEYaeTCs CKYAHbIA MHGUALTPAT U3 aTUMNYHBIX TMMGOLUTOB B AaNUAEpMUCE U Aepme.
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TOPIIUJHOCTD T€UeHN s IIPOLeCCa, ABIAMICH HOCTa-
TOYHBIM OCHOBAHNEM, JI TOTO YTOOBI 3aII003PUTD
37I0Ka4eCTBeHHYI0 MMpornponndeparuio.

/3 aHamMHe3a Taxke M3BeCTeH (PaKT MCIOJb-
30BaHMA AaHTUTVICTAMIHHBIX IIPEIIAPATOB, BUTAMM-
HOB y JJAHHOTO ITallMeHTa II0C/Ie IO/ TBePXKACHNA
3/7I0Ka4eCTBEHHOT0 XapaKTepa IpoIiQeparyiy 1mm-
¢doupHoit TKaHu. COITTACHO COBPEMEHHBIM IIpef-
CTaBJICHNUAM O TePAIUM HeT yOeIUTeTbHbIX JAHHBIX
06 apdexTUBHOCTU HeceHCUOUMM3UPYIOLEIT 1
BUTaMUHOTepanuu [4].

B nacrosmee Bpems mida nevenns Cungpoma Ce-
3apy UCIOIb3YyeTCA CTASUITHO-OPUEHTHPOBAHHbIN
nopxoy,. IIpyHIWII Tepanyy OCHOBaH Ha IIOCTeIleH-
HOM Hapal[BaHUU MHTEHCHBHOCTY TepaleBTIYe-
CKOTO ITOTEHI1a/Ia, B COOTBETCTBUM CO CTaMelt NN
¢asoit 3aboneBanus, n3beras sapaHee arpeCcCUBHBIX
¢dbopm Tepanun B febrote 6omesnu[4]. Tak, neuenne
panHux craguit cungpoma Cesapu (IA-IIA) Bxiro-
JaeT B ceOs BHaYajIe Ha3HAYEHMe JIMIIb TOIMYeCKIX
KOPTUKOCTEPOUJIOB, a IIPY MX Hed3PPEeKTUBHOCTU —
¢ortorepanuu (PUVA, NB-UVB (311 nm, TLO1)) n
JIIIB IPY TOPIVHOM, PeLVIAVBUPYIOLIEM Te4eHNI
VULV IPOTPECCHPOBaHNY 3a00/IeBaHNA — CCTEMHO
tepanuu. Ina nedenus CC mmpokoe npuMeHe-
HYle HAllUIM MMYHOMOAYIUPYIOIINe MperapaTsl
(nHTepdepoH a, nHTEPEPOH Y), OpanbHbIe PeTHU-
Houppl (6excaporen), peruHonpl-ATPA (BesaHo-
up), aroHuctsl toll-penentopos (nmuksumor, CpG
7909), nepuBaThl peTHHOEBOI KUCTOTHI (3TpeTUHAT
(TernsoH), auuTpeTuH (copuaran)), UHIMOUTOPHI
TUCTOHA fie3aleTn/aasbl (BOpuHOCTaT (30/71MH34),
POMMJIETICUH), TMOPUIHBIN TOKCUH JIeHU/TEeNKIHA
mudTuTOKCa (OHTAK), METOTPEKCAT, MOHOK/IOHAIb-
Hble aHTUTeNa (ameMTy3ymab, 6opresomud (Ber-
KeJifi), 3aHONIMHYMa0, cuImaymat), MHIMOUTOPBI
tononsomepasbl: BI1-16 (aTonosnn), marmnmmpoBaH-
HBII U JIUTIOCOMAJIbHBII JOKCOPYOUIIVH (TOKCIII),
IKMIMPYIOL e TIpenapaTsl (xmopamMoyiu (Jeyke-
paHn), uuknodochamuy (LUTOKCAH), TEMO30IOMUTL
(remopanp), aHamory nypuHa (¢pnygapabus MoHO-
docdar), 2-xmopaeokcuafeHo3nH (KnagpubnH),
IeOKCMKOPOPMUILIVH (IeTHOCTATHH), TeMIIUTAONH
(remsap), popopesnH, mpamaTpeKcar, a TaKxe IKC-
TpaKopIiopanbHelil porodepes U TpaHCIIAHTALUSA
reMOIIO3TUYECKUX CTBOIOBBIX K/IETOK [5].

Hamnboree 4acTo B ZepMaTOIOrMYECKOIl MPaK-
THKe Bpay CTAJIKMBACTCSA C HAYa/IbHBIMU CTaAVIAMU
CC. B aroit cBs3u, Hanbomee aKTyanIbHBIMU IS
IepPMaTOJIOTOB ABIAITCA IIPeIapaThbl IepPBOl M-
HMM- CYIePHOTEHTHbIE KOPTUKOCTEPOMIbI X BTOPOIL
JMHNU-(QOTOTEpaIN, a TAKoKe IPerapaThl, yCIeIHO
COYeTaIOIIMeCs CO CBETONIEYeHIEM- PeTU-U PEKCH-
HOMpbI[6].
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Tonnyeckne KOPTUKOCTEPOMLbI

Kopruxocreponssr nMest munopuabHyI0 CTPYK-
TYPY JIETKO IIPOHMKAIOT Yepe3 UTOIIa3MATUIEeCKYI0
MeMOpaHy KepaTMHOLUTOB U IPYIUX KIETOK KOXNI
MeToAoM HpsAMoit 1uddysun u 6bICTPO CBA3BI-
BAIOTCS B IIUTOIIa3Me C PelleNTOPHBIMY OeKa-
M. AKTUBUPOBAHHBI TOPMOH- PELIENITOPHBIN
KOMII/IEKC TIepeMelaeTcs U3 LUTOIUIa3Mbl B AfIpO,
aKKyMY/IMPYACh B XpOMAaTHHe. 3/1eCb OH B3aMIMOJeil-
CTBYeT C OIIpefle/IeHHbIMU yYacTKaMy XPOMAaTHHA 1
BoszericTByeT Ha JJHK, uTo o6ycmapnmBaer 1eblit
KacKaJl pas/IMYHbIX KI€TOUYHBIX 9 PEeKTOB 1 peak-
1uit. B yacTHOCTY, KOPTUKOCTEPOMUBI MHTUOUPYIOT
cunres JJI-1 1 nOBBIIAIOT CUHTE3 TNIIOKOPTIHA,
KOTOPBIII yrHEeTaeT aKTUBHOCTb Pocdonumnassl 2.
[Togasnenne ¢pochonmmnassl A2, 0CyLIeCTBIAIONIEN
nnbepannsanyio apaxmugoHOBOI KUCIOTHI, BlIeYeT
3a co00Jl CHIDKEHNE CYHTe3a IPOCTAITIAaH/IMHOB U
JIEVIKOTPUEHOB.

CBS3BIBAsICh CO CIELM(PUYECKVIMY PeLleIITOPaMU
MeMOpaH JIeVIKOLIMTOB, TUIIOKOPTHUH- 1 yTHeTaeT sIu-
Te/IMa/IbHYI0 afiTe3I0 JIEMKOLUTOB, X MUTPALINIO
U3 COCY[JUCTOTO PYC/Ia, XeMOTAKCUC, (arounTos,
OKVC/IUTE/IbHBII MeTabom3M. JINIoKopTiH-1 Takxke
yTHeTaeT BBICBOOOXK/IEHNE Pas/INYHbIX MEMaTOPOB
a/lJIepruy ¥ BOCIA/NeHNs, TaKUX KaK JIM30COMallb-
Hble pepMEHTBI, LIUTOKIHDI, TKAaHEBbIe aKTUBATO-
PbI IUIa3MMHOT€HA, BO3/JECTBYs Ha HENTPOUIIbL,
Makpogary ¥ MacTOLUTBI. YTHeTas aKTUBHOCTD
LVK/IOOKCUT'€HAa3bl, KOPTUKOCTEPON bl yMEHDIIAIOT
CMHTe3 IIPOCTAI/IaH/IVHOB.

IIpomusosocnanumenvrulii dpgpexm.

KopTukocreponuibl CHM)KAIOT MHTEHCUBHOCTD
9PUTEMATO3HOI peaKLM!, OTeK U JPyTue IPU3HAKY
Bocranenns (Hecrrenyduyeckoe meicTaue).

Mmmynocynpeccopruiii apgpexm.

Kpome cHM>KeHUA KommuecTsBa KaeTok JIaHrep-
raica (monysanus CD1+, DR+) penyunpyercs ux
CIIOCOOHOCTD IPEACTABNATb AHTUTEHBI. DTOT OT-
HOCUTEeNbHO OBICTPBIT 9 dekT (24 yaca) obpaTum
¥, BOCCTAHOBJIeHJE (PYHKI[MOHAIbHOI aKTUBHOCTH
KJIETOK B ITIOJTHOM OObeMe ompepensercs Ha 14-21
IeHb [7].

®otoTepanus

MexanusM fievicTBIA GoTOTepaIiu Ipu CUHIPO-
Me Cesapy 3aK/TI09aeTCsA B IOBPEX/IEHUN OITyXOJIe-
Boro mmyna T- muMoIuTOoB B ilepMe 1 SnMepMuce,
4eM U JOCTUraeTcs repaneBrudecknit adpdexr. [Tpn
nonaganmy YO ryda B Koke GOPMUPYIOTCS YCTOM-
4MBble COeVHEHN, 00PaTMO CBA3BIBAIOIINECH C
ITHK, B pesynbraTe yero 06pasyrorcs OudyHKIO-
HaJIbHBIE aJTyKThI K IMPUMIAVHOBBIM OCHOBAHVIAM.
KoHeuHBIM 3TarioM BO3JeIICTBIA ABIACTCA VHIU-
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6upoBanue cuntesa knerounoit JHK, mumdornu-
TOTOKCUYHOCTb, @ IIPU PETY/IAPHOM U JIUTE/IbBHOM
BO3/IEVICTBUY CTOMKOE CHIDKEHE IVPKYIUPYIOLIIX
B KO>Ke IMMYHOKOMIIETEHTHBIX K/IeTOK [8].

Bei6op Metopmuku poroTepanuu 3aBUCUT OT
MHOXecTBa paKTOPOB, TAKUX KakK (asa My CTafusa
3ab071eBaHIsA, BO3PACT, Ha/lM4ue Y MalyieHTa KOMOp-
OVIHDBIX COCTOSHMNIL.

CyliecTByeT HECKOTbKO OCHOBHBIX METOJUK
¢dororepamum: UVAL, UVA2 B couetannu ¢ ¢oro-
cencnbmmmsaropom 1 NB-UVB (311 nm, TLO1).

NB-UVB (311 nm, TLO1) He TpebyeT ucrons-
30BaHN CEHCUOMIM3MPYIOIVIX aTeHTOB U I10 CBOEII
VHTEHCUBHOCTY 3HAYNTETbHO IPEBbILIAeT TAKOBYIO
y UV nydeit Tuma A, OfHAKO ee TepameBTUYeCKUIA
3¢ eKT OrpaHNYeH NNIIb II0BEPXHOCTHBIM BO3JIel-
CTBMEM. B 9Toil CBA3M AINTENBHO CYLIECTBYIOLIE
BBICBIIIAHN, COIPOBOXKIAIOIINECS 3HAYNTETbHBIM
aKaHTO30M, (IMXeHu3alMel) VI Halu4yeM KOPOK
Ha IIOBEPXHOCTH Je/Nal0T 9TOT BUJ poToTepanuu
Man03¢eKTuBHBIM, a npuMeHenne UVA2 ¢ 6onee
BBICOKOJ1 IIEHE TPALIVIOHHOI CIIOCOOHOCTHIO IPUOPH-
TeTHBIM. C JIpyroil CTOPOHBI, 113-3a CBOETO IOBEPX-
HocTHOro Bosgeiicteuss NB-UVB (311 nm, TLO1)
B ornune oT PUVA-tepanuu cnoco6Ho 6onee
CTOVIKO TIOAaB/IATh (PyHKIMIO KIeTOK JlaHrepranca u
HPOAYKIMM IUTOKNHOB U3 MIMMYHOKOMIIETEHTHBIX
KepaTMHOLITOB, YeM U 00bACHseTCS 607Ie OBICTPBI
TEepaIeBTUYECKUIL OTBET.

B aT0i1 CBA3M BBIOOP METOAVKY ABACTCS [
JIedallero Bpava OffHOI M3 CaMbIX OCHOBOIIOTIOXHBIX
3aflay YCIEIIHOTO JIEYeHV.

CodveTaHHOe JIe4eHNe CBETOM U JIEKapPCTBEHHOI
TepaIuy IO3BO/INJIO 3HAYUTETIBHO PAa3IBUHY T PaM-
ku a¢pexTnBHOrO Nevenus CC.

HenaBHue 1mccmefoBaHMs MOKa3aay BBICOKYIO
3¢ deKTUBHOCTD cBeTONeYeHus cuHupoma Cesapn
B COYETAHUY C MIMMYHOMOZAY/IATOPaMU.

K. Tomcen u coaBT., IpoBeaA paHZOMU3UPO-
BaHHOE UCC/IeloBaHMe TOKa3aayu 6oee BHICOKYIO
9} PeKTUBHOCTb STPUTUHATA U U3OTPETUHONHA
B couetanumu ¢ PUVA Tepanmeit 1o cpaBHEHMIO €
MoHoTepanyeii mydamyt PUVA y 69 60bHBIX ¢ paH-
Heil cTajimelt rpr6OBMIHOrO MIKO3a (4acToTa K-
HIYecKoro orseTa 72%) [9]. [Ipyrue aBTopsl oTMe-
TIIK 607Iee BBIPXKEHHBII 9()(PeKT OT COUeTaHHOTO
npuMeHeHus unknopocpamuna u PUVA-tepanun
II0 CPAaBHEHUIO C JINTEIBHO IIPOBOAVIMON Teparmmn
IpeJHI30I0HOM 1 (HOTOTepanuy y 6ONbHBIX CUH-
npomoM Ce3apy CO 3HAUNTENTbHBIM HOBBIIIEHNEM
ypoBHs nuMdonuros (6omee 20000). TokasaHo,
4TO codeTaHue nukaopochammna u GporoTepannn
IPUBOANT K CHVDKEHUIO K/IMPEHCa 3PUTPOJEPMUN
u 3yma [10].

12

PetuHongbl

Avyumpemun (Heomueaszon)

[IpenapaT auMTpPeTVH OTHOCUTCA K TpyIIe
MOHOQPOMAaTUYEeCKNX PETUHOUZOB BTOPOTO IO-
KOJIeHUs U ABIAETCS IVIABHBIM KUC/IOTHBIM Jie-
pUBAaTOM ¥ AaKTUBHBIM MeTa0ONMNTOM ITpEeTHHATa
(Turason) [11]. DTOT CUCTEMHBIII PEeTUHOUS IPU-
MEHsIeTCSI B JIeYeHUU TsDKeNbIX GopM Icopumasa.
OH TaKXe WUCIOIB3yeTCA A CHEKTpa APYIUX
TPYAHO TOAJAIOLINXCA JIEYEHMIO [epMaTO30B, B
TOM 4YMC/Ie TUIEPKePATOTUYECKUX ¥ BOCIAIN-
TENIbHBIX [IePMATO30B, a TaKXKe HeMeTaHOMHBIX
paxoB koxu [12]. B HacTosiee BpeMst aljuTpeTVH
paccMaTpuBaeTCsl KaK OAVH 13 BUIOB CUCTEMHOI
Tepanmm sl JIeYeHusl MalyMeHToB ¢ T-KIeToYHOI
nuMdoMoit Koy, 1Mb0 B KauecTBe BCIIOMOTa-
Te/IPHOTO Ipelapara K CTAaHAApPTHO Tepamnnu
WIV B CUTyalMsAX, KOTJa JpyrMe METOHbI jiede-
HUSI He VIMET MONoXuTeabHoro addexra [13].
MexaHu3M [IeNCTBUS ALUTPETMHA 3aK/I0YaeTcs
B perpeccun nponudepanuy U MHAYLUPOBAHUA
mnddepenimanym snupepmuca B 06macT mopa-
JKEHHOI KOXu. Takyke OH IOfjaB/IAeT MUTPAIUIO
HeTPO(DUIOB ¥ MHIUOVMPYET IPe3eHTALVI0 aHTH-
reHa. 9T0 MHIMOMPOBaHME MPOVUCXONUT HE TONBKO
yepe3 KiaeTku JlaHrepraHca, HO M C IOMOIIbIO
KepaTMHOLUTOB. Ilepmop momypacmaja anpurpe-
TUHA cocTaBisgeT 48 4acoB. Bo3morkeH oOpaTHBI
MeTabo/M3M, HO TONBKO B IIPUCYTCTBUY CIIUPTA, C
npeo6pa3oBaHNeM B TPETHUHAT KOTOPbII TAKXKe Te-
paTOreHeH, Kak M aljITPeTUH, IepMOJ ITOoTypaciaja
KoToporo cocrasyser 100 gHeit [14].

PekcuHonbl

Bexcapomen (Tapepemun)

I[Ipenapar 6eKcapoTeH OTHOCUTCSA K TPYIIIIe peK-
cnHONOB- aroHncTos perenropa RXR (a, B, y). On
CE/IeKTVIBHO CBS3BIBAETCS C STUMU PeLeNTOpaMI,
00pasys roMOAMMEpbI, KOTOpPbIe Y aKTUBAL[UNI
¢yHKIUN B KayecTBe GAKTOPOB TPAHCKPUIILIUYI
perympyoT KJIeTOYHYI0 AudPepeHupOBKY U
nponudepanuio. bekcapoTeH Takxe MOXeT 06-
Pa3oBBIBATb TeTEPOAVIMEPDI C APYTUMU BULAMU
sapepHbIX penentopoB (RAR, penenrop BuTamuHa
D, penentop TMpeOUIHOrO FOPMOHA), 4eM 1 00'b-
SICHSIETCSI BO3MO>KHOCTD Pas/IMYHON OMO/IOrNYecKoit
aktuBHOCTK [15]. In vitro 6ekcaporeHn umeet mpo-
anonToTn4eckuit 3¢ deKT u MofaB/IsieT KIeTOYHBII
poct muMdornutos T-KIeTOYHBIX TMM(OM KOXMK
u B ocobenHocTn npu cunppome Cesapu. In vivo
BBI3bIBAET PErPeCCUI0 OITYyXO/IM Ha >KMBOTHBIX MO-
mersix. Takoke ImpemapaT MMeeT MMMYHOMORY/IMPY-
Iolllee [ieiiCTBIE, OH yBelIn4nBaeT npopykuyio CD8+
nuMonuro. TeM He MeHee, TOYHBINI MeXaHU3M
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mevicTBus GekcapoTeHa Ha T-KeTo4HbIe TMMGOMBI
KO>XK) IIOKa HemsBecTeH [16].
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