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Llenb: gemMoHCcTpaumsa ycnewHoro onbita NevYeHa NePBUYHON KOXXHOM aHannacTM4eCcKon KpynHOKNETOo -
How numdpombl (MKAKKIT), npoTekatolien ¢ pacnpoCTpaHeHHbIM MOpaXKeHNeM KOXXHOro MoKpoBa 1 Nneroy-
HOWM TKaHW.

Matepuansl u MeTogbl. [na Bepudmkaummn anarHo3a y 60/1bHOro ¢ TPEMA BMAAMWN KOXHbIX 3N1IEMEHTOB
(n9THO, TOHKad 6ndLKa C U3bS3BNEHMEM 1 Be3 Hero) npoBoaunach andpdepeHumanbHaa anarHocTmka
MeXOy A3BeHHO-raHrpeHo3Hom nuogepmment, NKAKKJ1, KpynHOKNeTo4YHOoM TpaHcdopmMaumen rpnbosma-
HOro MMKO3a 1 BTOPUYHBIM NopaxxeHmnem Koxn npur HogansHom AKKIT, ALK-. [TpoBeAeHHbIN KOMMNEKC
NCCNeaoBaHNA, BKAKOYAIOLWMIA TMCTONOMMYECKOe, MMYHOMMCTOXMMNUYECKOE, LIUTOrEHETUYECKOE UCCNeno-
BaHWA GuontaTta onyxonu KOXm, No3eonun BepudmumpoBate anarHo3 nKAKKIT. [Ona neveHns 601bHOroO
Oblna NpPUMEHEHa MHTEHCMBHAA MHAYKLUMOHHAA XMMUOTepanna ¢ nocnenytollen BbICOKOAO3HOM KOHCONN-
aauven 1 ayTonormyHon TpaHcnnaHTaumen reMonoaTMHeCcKX CTBOMOBLIX KIETOK.

PesaynbTarthl. BoibpaHHasa TakTrka neveHra no3sonmna OCTUIHYTb MPOAOIKUTENBHOM MOMHOM PEMUCCUN
3aboneBaHnd y 601bHOro 13 rpynnbl HebNaronpPUATHOro NPOrHo3a.

3aknto4eHue. [NpeactaBnerbl anropmutM anddoepeHumansHom AMarHoCTVKK U onpeaeneHe TakTUKK
nevyeHnst 6ONbHOIO NEPBUYHOM KOXKHOW aHannacTUYeCKom KPpYNHOKNIETOYHON NMMAPOMO ¢ pacnpocTpa-
HEHHbIM MOPaXXeHWEM KOXKHOIO MOKPOBA 1 3KCTpadepmMaribHbIMK O4aramu.

Knto4eBble cnoga: nepBUYHasi KOKHasi aHannacTUyeckas KpynHoKIeToyHasi IMMdoMa, NopaXeHWe Nerkmx, BbICOKoAo3Has
XUMHoTepanus, aytonormiHas TpaHcriaHtaumsa reMono3TM4eCckux CTBOJNOBbLIX KNeTOK

KOHQOMUKT MHTEPECOB: aBTopbI 3a9BI0T 06 OTCYTCTBUN NMOTEHLMANbHOr0 KOHANMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B IaHHOW CTaThbe.
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uccessful experience in treating primary cutaneous
anaplastic large cell lymphoma occuring with common
lesions of the skin and lung tissue
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The aim of the study is to present a successful case in treating primary cutaneous anaplastic large cell
lymphoma (PCALCL) occurring with common lesions of the skin and lung tissue.

Materials and methods. For the verification of the diagnosis in a patient with three types of skin elements
(spot, thin plaque with and without ulceration), differential diagnosis was performed between ulcerative
pyoderma gangrenosum, PCALCL, large-cell transformation of mycosis fungoides, and secondary skin
lesions under the nodal ALK-negtaive ALCL. A complex of studies, including histological, immunohisto-
chemical, cytogenetic studies of skin tumor biopsy, allowed the verification of the PCALCL diagnosis. For
the treatment of the patient, intensive induction chemotherapy was used followed by high-dose consolida-
tion and autologous transplantation of hematopoietic stem cells.

Results. The selected treatment tactics allowed a long-term complete remission of the disease to be
achieved in a patient from the poor prognosis group.

Conclusion. An algorithm for the differential diagnosis and tactics of treating is presented for a patient with
primary anaplastic large cell lymphoma with a widespread skin lesion and extradermal foci.

Keywords: primary cutaneous anaplastic large cell lymphoma, lung damage, high-dose chemotherapy, autologous transplantation
of hematopoietic stem cells
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I Cnucok cokpaLyeHuit

AKKIJ1, ALK — aHannactuyeckas KpyrnHOKNeTo4Has
ALK-HeraTtnsHasa numdoma

NCK — remonoatnyeckue CTBOSIOBbIE KIETKM

nKAKKJ1 — nepBu4yHas KoOXHas aHannactun4eckas
KPYMHOKNeTo4Has numdoma

ALK — KMHa3a aHannactuyeckmx Immdom

CEAM — nomycTuH, aTonoaug, untapabvH, MmendanaH

CHOP — uuknodocdamug, [OKCOPYOULMH, BUHKPUC-
TWH, NPegHN30/0H

FISH — fluorescence in situ hybridization

NHL-BFM-90, 6nok A — fekcameTasoH, ugocgamua,
MeTOoTpeKcat, LOKCOPYOULMH, BUHKPUCTUH, UMUTapabuH,
3TOMN03UNA, MecHa, Kanbuma donuHat

Beepnexue

MepBMYHaa KOXHasA aHannacTnyeckas KpynHOKIeTo4-
Has numdpoma (NKAKKIJT) coctaenset 20 % ot Bcex T-kne-
TOYHBIX IMMAOM KOXM U 1,7 % OT BCEX 3peribIX T-KNeTo4HbIX
numapom [1]. MKAKKJT 3aHumaeT BTOpoe mecTo cpeoun T-
KNETOYHBIX TMMAIOM KOXMW NMOCSe rpMboBMOHOI0 MMKO3a [2].
3aboneBaHne MOXeT BO3HUKHYTb B JIIOOOM BO3pacTe, HO
Yallle guarHocTMpyeTcst B Bo3pacTe okoso 60 net [3]. Myx-
YMHbI 3a60MeBaloT B 2—3 pasa vaLle xeHLwyH [3-5]. Mepsuny-
Has KOXKHas aHannactTnyeckas KpynHokneTo4Hasa numdoma
XapakTepu3yeTcs NosBNEHNEM eOVHNYHBIX UK Crpynnmupo-
BaHHbIX HECKOSIbKUX ObICTPO pacTyLUMX HOBOOOGpPaA30BaHUNM,
4acTb M3 KOTOPbIX MOXET U3bA3BNATbCA. B 60onblunMHCTBE
Cry4aes OnyxosieBble 04arn pacrnonaralTcs Ha rofiose, Lee
n KoHe4yHocTsX [3]. MpnbnuantensHo y 80 % 60rbHbIX Ha-
6n0faeTcsl CONUTaPHbIN XapakTep PacronoXeHUs KOXHbIX
3/1EMEHTOB, Toraa Kak B octarnbHbIX 20 % cry4yaeB oTMe4a-
eTca AnucceMuHaLmMs onyxonesoro npoLecca ¢ nopaxeHnem
2—3 pasnunyHbIx aHaTOMUYECKMX 30H [4, 6]. IHTepecHo, 4To
y 1042 % 60nbHbIX Ha Ha4YaslbHbIX 3Tanax 3abonesaHusi
HabnogaeTcs NOAHasa UM YacTu4Hasa CroHTaHHasa perpec-
cusi onyxoneBbIX o4aroB. Bmecte ¢ Tem 6e3 nposefeHus
NMPOTUBOOMYXOMIEBOrO0 BO3[ENCTBUA MOMHasA dpagvKkaums
Ornyxonn HeBO3MOXHa, a peunams 3aboreBaHUs Hensbe-
XeH [4, 7]. BoBneyeHne akcTpagepmarnbHbIX CTPYKTYp npu
nNKAKKJT npovcxogut KparHe pedko, kak npasuno, Habso-
JaeTcsi NOpaKeHNe pPervioHapHbIX NMMA@AaTUHeCcKnx yarnos,
BHEKOXHAs JAMCCeMMHaLmMa 3aboneeaHus oOnpepenseTcs
y 5-10 % 6o0nbHbIX [4, 8]. HYacToTa cneumndmyeckoro nopa-
XeHunsi KocTHoro moasra npu NKAKKJ1 He npesbiwaet 5 %
cnyyaes 3a6oneBanus [9].

OwnarHo3 nkAKKJ1 ycTaHaBnuBaeTcsi Ha OCHOBaHWUU
MOPAONIOrNM4ecKoro uccnegoBaHus 6uontata Koxu. Npu
TMCTONOrMYECKOM WCCNedoBaHNM BbISBASETCA MOTHbINA
NMMOUIHBLIN UHPUNETPAT U3 KPYMHbIX KIETOK, pacnona-
ralowuinca B gepMe n/wnm runogepmMe, snugepmoTponmam
oTCcyTCTBYeT unu cnabo BbeipaxeH [2]. Knetku numdo-
naHoOro unHdwunsTpata B 75 % cry4aes xapakTepuayroT-
Csl «KIacCU4ecKom» aHannasvpoBaHHOW MOpPONornem:
nogkoBoobpasHas UM no4koobpasHas dpopma KpyrHbIX
NMMMONTHBIX KNETOK C SKCLEHTPUYHO pPaCronOXeHHbIM
A0pOM, 303MHOMIBHOE OKpalUvMBaHWe B MnapaHykneap-
HOW o6nacTu umMTonna3mMbl — 30He annapata lonbaxwu [2].
B octaneHbix 20-25 % cny4aes NKAKKIJT Habnopaetca
nneomopdHas nnm MMMyHobracTHas mopdorornyeckas
KapTuHa, nHorga obHapyXmBaeTcs obunve HenTpoduib-
HbIX 1 303MHOMUITBHBIX FPAaHYNOLMTOB, YTO MOXET 3aTpya-
HATb Bepudukaumio T-KNeTOYHON NMMAOMbI KOXWU [4, 6,
10]. XapakTepHoV 0CO6EHHOCTBIO aHaMNIacTUYECKMX Kpyn-

HOKJETOYHbIX uMcpoM, B ToM yucne n nkAKKIJI, sasnsetcs
ApKas NpakTUYecKn MOHOMOPMHas 3KCrnpeccus aHTureHa
CD30: noantmeHbl 6onee 75 % KNETOK OMyXoneBoro cy6-
ctpata. OnyxoneBble knetkn npu NKAKKJ1, kak npasuso,
He 3KCMNPeCCUPYOT KMHA3y aHannactuideckux numdom [2].
B 60sbLUMHCTBE Cry4aeB B OMyXONeBbIX KreTkax Habrto-
haeTcs BapuabenbHas 3Kcrnpeccusl naH-T-KNeTo4YHbIX aH-
TureHo CD2, CD4 n CD45R0, aKkTMBaLMOHHbIX MapKepoB
CD25, CD71, HLA-DR, umntoTokcuyeckmnx 6enkoB (TIA-1,
rpaH3um BunepdopuH). Okcnpeccus gpyrux naH-T-kne-
To4HbIX aHTureHos (CD3, CD5, CD43 u gp.) MoxeT 6bITb
BapuabenbHor [3, 5, 11-13]. PeapaH>XupoBka reHoB uenen
T-KNeTo4HOro peuentopa onpenenseTca npuénuanTesnbHo
B 90 % cny4aeB, 0gHaKO aKcrnpeccust 6enKoB T-KNeTo4YHO-
ro peuentopa (TCRbF1) BbISBNAETCA 3HAYMTENBHO pexe
[14]. Mpun nKAKKJ1 oTCyTCTBYIOT NMaTOrHOMOHWYHbIE XPO-
MOCOMHbIe abeppaunn. Hanbonee 4acTbiMU XPOMOCOMHbI-
Mu abeppaumamu npu NKAKKIT sasnsaioTcs amnnmdunkaums
7931 v geneummn 6q16-21 n 13934 [15, 16]. PeapaHxu-
poBku nokyca IRF4-DUSP22 Ha 6p25.3 BbISBNAOTCA Mpu-
6nusntensHo B 30 % cny4daes [17, 18]. TpaHcnokaumm
C BOBJleYEeHMEM JloKyca reHa TP63, accouuvpoBaHHble
C HebnaronpuATHLIM MPOrHO30M MPU HOAANBLHOW aHarnna-
CTUYECKOM KPYMHOKNeTo4Hon, ALK-HeratueHom numdome
(AKKIJ1, ALK-), HabntogatoTes B pegkux cnydasx nkKAKKIJI
C HeOoObIYHbIM arpeccuBHbIM TedYeHneM 3abonesaHus [19,
20]. Onpepenexve peneumit 621 n 18p11.3 B pebioTe
nKAKKJ1 nmeeT nporHoOCTUYEecKoe 3HaveHue, 3TU Xpo-
MOCOMHbIE HapyLLEHUA BbISABNSAITCA COOTBETCTBEHHO B 86
1 43 % cny4vaes peumamsumpytoLero TedeHns nkAKKJI1 [21].

HecmoTps Ha cxofHble MOPONOrMyeckne 4YepTbl
C HoJamnbHbIMM aHannacTUYECKUMM KPYNHOKNETOYHbIMMU
numcomamu, NKAKKIT xapaktepmayeTtca 61aronpuaTHbIM
KITMHUYECKUM TEYEHUEM U BbICOKON XMMWMOYYBCTBUTESb-
HocTbto. [Onsa nedeHuns nKAKKJT npuMeHSIeTca HECKOSbKO
noaxofoB B 3aBMCMMOCTM OT PacnpoCTPaHEHHOCTU ory-
xoneBoro npouecca. [py conutapHoM xapakTepe pacno-
JIOXXKEHUA OrMyXONEeBbIX 04aroB NMPUMEHSIIOT XMPYpPruyeckoe
yaaneHve n/vnu QUCTaHUMOHHYL0 ny4veByto Tepanuio B CO
40 p. Mpn eguHMYHBIX OMNYXONEBLIX 3fIEMeHTax, HO pacno-
naralowmxcst B pasHbIX aHaTOMUYEeCKUX 30Hax, NpPOBOAAT
Tepanuio MansiMu fo3amMu MeToTpekcara no 10—25 mr exe-
HepenbHo. Mpu reHepanM3oBaHHOM ONyXoNeBOM npoLecce
WV HanMuMn 3KCTpagepmarbHbIX 04aroB MopaXKeHus
B HacTosiLLee BpeMs NOAXOAbl K NTeYEeHNo He onpeeneHsbl.
B kayecTBe Tepanuu nepeom IMHUN MPOBOAUTCS «30/10TOM
ctaHpgapT» — nporpamma CHOP. Tpu pedpaktepHom/
peuMaMBHOM TeYEeHUN 3ab0oneBaHns NMPUMEHSIOT aHanorun
nypuvHa, peTUHOMApl, MHTEPdEpPOH-a, UHTepnenkmH 12 [7].
B nocnepHee Bpemsi NosiBUNUCH eQnHUYHbIE COOOLLEHUSA 06
ycrnewHoM npumeHeHun ans nedenuss CD30-no3uTUBHBIX
nmMmdonponudepaTnBHbIX 3aboneBaHni  GpeHTyKcumao
BegoTuHa, sBnsowerocs aHTu-CD30-MOHOKNOHaNbHbIM
aHTUTENIOM, KOHBIOTMPOBAHHLIM C MOHOMETURaypucTaTu-
HoMm E [22, 23]. OT0T npenapat NpoAeMOHCTPMPOBas CBOO
3(PHEKTUBHOCTL M 6€30MaCHOCTb B fie4eHUU 60MNbHbIX JINM-
oMot XO[KKUHE, aHannacTUYeCKMX KPYNHOKIETOYHbIX
nmMmdom, B Tom yucrne n nkAKKI1 [24].

MporHo3 nkAKKJ1 06bi4HO 6naronpusTHbid, 10-net-
HAA 0o6LLasa BbIXMBAEMOCTb COCTaBnseT NpuUeIN3nTEnLHO
90 % [4, 25]. OgHaKo OTMEYEHO, YTO MPU NOPaXKEHUN KOXMN
HWKHUX KOHEYHOCTEW MPOrHO3 3HAYUTEeNIbHO Xyxe, 5-neT-
HASA 06Las BbKMBAEMOCTb He npeBbIwaeT 76 % [26]. Mpn
OLeHKe ponu nporHocTuyecknx daktopos NKAKKIJ1 noka-
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3aHO, YTO HM aHannasuposaHHas Mopdonorus onyxone-
BbIX KNETOK, HWU BbICOKWIA MNponudepaTuBHbIA NoTeHuman
Ki67, H1 BOBNeYeHne permoHapHbIX MMM@aTnyecKmx y3nos
He accoummpoBaHbl C HEGNaronpUATHLIM NPOrHO3oM. He-
3aBUCUMBIMK (paKTOopamMu MporHo3a Ansa obLuen BbhKMBa-
€MOCTU SIBNSAIOTCA PacnpoCTpaHEHHOE MOpaXeHne KOXU
KOHEYHOCTEeWN 1 Hanuymne aKcTpagepMarbHbIX o4aros rnopa-
XeHus [8, 25-28].

MpuBogum  onucaHve anroputMa  [UarHOCTUKK
M YCNEeLIHOro NneYeHns NepBnu4HON KOXHOM aHannactuye-
CKOWM KPYMHOKETOYHOW NMMAOMbI, NPOTEKAKOLLEN C pac-
NPOCTPAHEHHbLIM MOPAKEHNEM KOXHbIX NMOKPOBOB N 3KC-
TpagepmanbHbIMKY ovaramMu.

Knuxudeckuii cnyvait

BonbHon M., 38 net, noctynun B ®IBY «MHUOK»
MwHzgpaBa Poccun B aBrycte 2016 roga c xano6ammu
Ha 60Mne3HeHHbIe BbIChbINaHMA Ha KOXe TYSoBULLIA, BEPX-
HUX KOHEYHOCTEeW, conpoBoxpatomecs 3ygom. Co crnoe
60nbHOro, B Aekabpe 2015 roga Bnepsble OTMETUS NOSAB-
NEHVEe BbICbINaHWIA, HaNMOMMHAIOLLMX «y3eNIK», Ha KOoXe
npaBov nonato4HoM obnactu. Yepes nonroga nauneHT
OTMETWN yBENNYeHne pa3MepoB U U3bA3BIIEHNE MEPBOro
KOXHOIO 3f1eMeHTa, NOSIBIIEHNE BOKPYT HOBbIX 3JIEMEHTOB,
BbICTYNAKOLLMX Haf, NMOBEPXHOCTLI KOXHbIX MOKPOBOB Ha
3—4 MM pa3mepamu 0o 2—-3 cMm B guametpe. lNpu obpalie-
HUM K Bpadvy-AepMaTOBEHEpPOsiory No MEeCTY XMUTeNnbCTBa
Oblna NpoBefeHa AuarHoctudeckas o6uoncus kKoxu. Mpu
rMCTONIONMYECKOM UCCNegoBaHnM GuonTtarta M3bs3BIeH-
HOMO KOXHOIMO 3fieMeHTa faHHbIX 32 OMyXOJieBbIV NpoLecc
He 6bIN1o nony4eHo. B noceBax 13 M3bA3BNEHHbIX KOXHbIX
31EMEHTOB 04aroB 6bIfv BbISIBNEHbl CUHErHOMHAsA nano4vka
(Pseudomonas aeruginosa) n 30N0TUCTbIN CTaUIOKOKK
(Staphylococcus aureus). YcTaHOBNEH OuarHO3 si3BEHHO-
raHrpeHo3Ho nuogepmun. lpoBeaeHHas aHTubGakTepu-
anbHas Tepanus LUMPOKOro CrekTpa AelcTBMA He okasana

Puc. 1. 3p0o3nBHO-A3BEHHbIE AEMEKTHI KOXM NIEYEN0NaTO4HON 1 NOSCHUYHON 00nacTel

Fig. 1. Erosive-ulcerative defects of the skin of scapulohumeral and lumbar regions

B Vestnik Dermatologii i Venerologii. 2018;94(4):30—-42

CyLLIeCTBEHHOrO adhheKkTa Ha KOXHbIA npouecc. C MioHs
no aeryct 2016 roga oTMevanocb pacrnpocTpaHeHue Bbl-
CbINaHUN No BCEN NOBEPXHOCTU KOXHOMO NMOKPOBA, B CBA3MU
C 4eM naumeHT ObIn HanpasneH Ha KoHcynbeTaumio B ®IBY
«MHUOK» MuHagpasa Poccun.

Co cnoB 6onbHoro, ¢ 10-neTHero Bo3pacTta cTpagan
ncoprasoM, OfHaKo MeauuUMHCKas OOKyMeHTauus, nog-
TBEpXJarLlas guarHo3 ncopvasa 1 cBeeHus o nposoau-
MOM Jle4eHun, He 6bina npegocTaBneHa.

Ha momeHT noctynnerusa B ®IbY «MHUOK» MuH3gpa-
Ba Poccum KOXHBIM NaTonornyeckuii npoLecc HoCun pac-
NPOCTPaHEHHbIA XapakTep. Ha Koxe TynoBuLla M KOHeY-
HOCTEN Ha hOHE 3pUTEMbI, OTEeKa U MHAUMLTPALMU KOXU
MMENUCb MHOXECTBEHHbIE Y3esKOBblE 3/IEMEHTbI NosyLla-
poBuaHon dopmbl pa3mepom oT 0,3 go 1 cm B anametpe
C BJIXHbIMU 3pO3USAMU Ha MOBEPXHOCTU SAPKO-PO30BOro
LBeTa, HEKOTopble U3 HWUX OblN MOKPbITbl CEPO3HO-re-
Mopparm4eckummn Kopkamu. Ha Koxe nneyenonato4Hon
M MOSICHUYHOM obnactenm OTMevanMCb MHOMOYUCHEHHbIE
3PO3UBHO-A3BEHHbIE AedeKTbl C MIIOTHLIMW BO3BbILLAIOLLN-
MUCH HafZl MOBEPXHOCTBIO KOXW Banvkamu no nepudepumn
MU OBUMbHBIM CEPO3HO-THOVHBLIM OTAENSeMbIM, MOKPbITbIE
NAOTHBIMU TEMHO-KOPUYHEBLIMU U PbIXbIMU XKENToBaTo-
rpssHoro ugeta kopkamu (puc. 1 A, B). Takxe no Bcen
NOBEPXHOCTM KOXXHOMO NMOKpOBa Habiofanncb CnmearoLLm-
ecsl rMnepnMrMeHTUpoBaHHble MATHa (CO CrOB GOJIbHOTO,
Ha MecTax MPeXHWX ncopuaTUHeckux BbicbinaHui). Mpu
NPOBEAEHUN KYNBTYPanbHOro UCCneaoBaHns OTAensemMoro
13 A3BEHHbIX e(PEeKTOB 06HAPYXXEHbI CUHErHOMHAsA Nanoy-
Ka N 30M0TUCTbIN CTA(PUIOKOKK. Ha OCHOBaHUU KIIMHWUKO-
aHaMHEeCTMYEeCKUX [AaHHbIX MOCTaBfeH MNPeanosioXuTesb-
HbI ONarHo3 NMMAOMbI KOXW, OCITOXXHEHHOW BTOPUYHOM
nuogepmunen.

Ona Bepudmkaumm auarHosa npoBedeHa 6uONcus
Yy4aCTKOB Hambonee NHMUILTPUPOBAHHBIX U3bA3BEHHbIX
OnsLLEK HA KOXE XMBOTA, CMUHbI U MNOAMbILLEYHON 06na-
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cTn. Bo BCcex rucronornyeckux npenaparax Haénwoganacs
MAEHTUYHas Mopdonormyeckas KaptuHa. B 6uontartax
KOXMW B MOBEPXHOCTHbIX M CpedHuX oTAenax AepMbl Obin
BbISIBNIEH MAOTHbIA MHAUNBETPAT U3 KPYMHbIX MOAMMopd-
HbIX IMMAOUAHBIX KNIETOK C rMNepPXpPOMHbIMUK, B TOM YUC-
ne uepebpnOPMHBLIMKU SApamMn, C 6OMLLUMM KONIMYECTBOM
MUTO30B, Oblf1a OTMEeYeHa BblpaXkeHHas MHULTpaLms no-
NMMOPMHBIMU IMMAONEHBIMY KNETKaMy BEPXHUX OTHENOB
anugepmunca (puc. 2 A, B). [ins nogteepxaeHusa guarHosa
M YTOYHEHMA hopMbl 3a60M1eBaHNs PeKOMEHL0BaHO NpoBe-
OeHne MMMYHOTMCTOXUMUYECKOro 1ccnefoBaHns, B CBA3N
Cc 4yeM MaTepuan (napaduHoBble 6510KM) ObiNT HanpaeneH
B ®IBY «HMWL rematonorum». MNpy MIMMYHOrMCTOXUMU-
YeCKOM uccrefoBaHuy GOMbLUMHCTBO KPYMHbIX aHanna-
3MPOBaHHbIX  NIMMMONTOHBLIX  KIEeTOK  3KCnpeccupoBanui
aHTurexbl CD30 (Memb6paHHas, uitonnasmartudeckas, dot-
like-peakuus), CD3e (MembpaHHas/uMTonnasmarmyeckas
peakuus), CD4, TIA-1 (rpaHynsipHas umMTonnasmarmyeckas
peakuus), paH3um B (rpaHynspHas umtTonnasmartmyeckas
peakuus), MHAeKC nponudepaTnBHon akTuBHocTK KiB7 co-
ctaBun 80 %. Onyxonesble KNETKM He 3KcCnpeccupoBanv
ALK — kunHa3y aHannactuyeckux numdom (puc. 3 A-3).
Taknum o6pasom, Mpu MopdONorMyeckoM uccrnefosaHum
KOXMW BbisiBieHa kapTnHa CD30-no3nTmuBHOIrO T-KIETOYHO-
ro numdonponMdepaTMBHOro 3a6oneBaHns KOXu. YuuTbl-
Bas 6bICTPOE MporpeccupoBaHne OMyxoneBoro npolecca:
NOSIBIEHNE HOBbIX KOXHBIX 9NIEMEHTOB, U3bA3BIIEHNE YXe
CYLLIECTBYIOLLMX, PacrpoCcTpaHeHe Ha KOXY HWDKHUX KO-
HEeYHOCTeN, HayaTa Tepanusa MasnbiMu Jo3aMu MeTOTpeK-
cata 30 Mr exeHefenbHO, a TakXe aHTubakTepuanbHas
Tepanusa. Ha d)oHe npoBedeHHOro neveHus Habnogancs
KPaTKOBPEMEHHbIN MOMIOXKUTENbHBIA OTBET: YMEHbLUEHNE
3pUTEMBI N OTEeKa KOXM B o4varax MopaKeHus; oYuLLeHne
A3BEHHbIX Oe(PEKTOB OT FTHOMHOIrO OTAENAEMOro U ynoLle-
HWe BasIMKOB MO MX Nepudepun; YacTu4Has anutenusaums
KPYMHbIX W NONHasa 3nuTenu3aums Menkux 3pO3UBHO-A3-
BEHHbIX fedeKkToB (puc. 4 A, B).

Ona onpepeneHns panbHeEWWen TaKTUKU JieveHus
6o0nbHOM 6bIn HanpasneH B ®I'BY «HMWL rematonorvnm»
Mwunspgpasa Poccun.

Mpwu noctynnexHun B okTabpe 2016 r. B remartonornye-
CKYI0 KIIMHUKY Y 60MbHOr0 OTMEeYanoch pacrnpocTpaHeHHoe
nopaxeHne KOXHOro MokKpoBa, CONpPOBOXAALLEeeCs KOX-
HbIM 3yAOM. HecMoTps Ha Tepanuio MansiMm [o3amMmmn MeTo-

Tpekcarta Habnoganoch fanbHerilee nporpeccupoBaHune
onyxonesoro npouecca (puc. 5 A-B). CUMNTOMOB MHTOKCK-
kauum (nnxopapka 6onee 38,0 °C, notepsi Beca, cnabocCThb,
NOTNIMBOCTb) He 6bIS10.

[Mpn ocmoTpe Ha Koxe 60nbHOro Habnoganocb Tpu
TUNa KOXHbIX 3MIEMEHTOB: MMNepPnUrMeHTUPOBaHHblE NAT-
Ha, TOHKME ONALWKN C U3bA3BMEeHWeM n 6e3 Hero. [pu
nanbnauum BbISIBAIEH YBENWYEHHbIA aKCUMNAPHbIA NIUM-
haTn4ecknii y3en MnAOTHOW 3MacTUHECKOW KOHCUCTEHLMU
pasmepamu 2 x 1,5 cm, paamepb! Apyrnx nepndepuyeckmnx
NMMdaTUHECKMX Y3M0B He ObITM N3MEHEHBI.

B remorpamme — ymepeHHas aHemMusi (remornobuH
113 r/n), conepxxaHune TpombouuToB 357 x 10%n, nevikoun-
ToB — 8,9 x 10%n, CO3 58 mm/4. B nevikounTtapHom cop-
MyJi€e BbISIBIIEHO YBENMYEHME KONMYeCcTBa NasnioyKosAepHbIX
HenTpodunos fo 10 %, ymepeHHas numdoneHus oo 17 %.
Broxnmmyeckme nokasarenu octaBanmuch B npegenax pe-
hepeHCHbIX 3HAYEHW, aKTUBHOCTb nakTaTaermgporeHa-
3bl — 339 en./n (N 208-378).

Mpwn ynbTpa3ByKOBOM MCCNELOBaHWN OpraHoB OptoLu-
HOW MONOCTM pa3Mepbl NeYeHu, cenle3eHkn 1 Bucuepanb-
HbIX MMMaTUHECKMX Y310B He yBenu4eHbl. Mpu mynstuc-
NMpanbHON KOMMbIOTEPHON TOMOrpadnmn opraHos rpyaHON
KNETKN BbISIBIIEHO MHOXECTBEHHOE 04aroBOe MOopaXKeHve
NIEro4HON TKaHW 060MX NMErkux ¢ MakCcMMasibHbIM pasme-
pom o4aroB go 1 cM, o4arv umenu okpyrnyto bopmy ¢ 4et-
KUMU rpaHuuamu (puc. 6 A-B).

C gmarHocTu4eckon uenbto 6bia npoeegeHa 6uoncus
KOXHOI0 3nemeHTa (MATHO) M TpenaHobMomncmus KOCTHOro
moara. [Mpu mMopdonornyeckom mccnegosaHun éuontarta
KOXW He 6bINo NONy4eHO AaHHbIX 3a ONyXoneBbI npoLecc,
BbIiIBNEHHass Mopdonornyeckas KapTmHa COOTBETCTBOBA-
1a HeornyxoneBoMy OepmaTo3y M He NpoTMBOpeYmsna fnco-
praTUHecKomy NnopaxkeHuto Koxu. Mpu Mopdonornyeckom
NCCNefoBaHMN KOCTHOMO Mo3ra He Obifio 0BHapy>XeHo
crneumduryeckoro nopaxenus. bBuoncus nogMbILLIEYHOrO
NMMdaTUHeCcKoro y3na He NPOBOAUIIACH B CBS3N C U3bA3B-
NIEHMEM KOXHbIX MOKPOBOB B 06/1aCTU HEOOXOOMMOrO XU-
pypruyeckoro goctyna.

CTtaHgapTHoe LMTOreHeTUHeCcKoe WCCRefoBaHune Kre-
TOK KOCTHOrO MO3ra OMpegenunno HopMasbHbIA KapuoTummn.
Mpn FISH-nccnepgoBaHum Ha rmcTonorM4ecknx cpesax 61or-
Tarta KOXW (TOHKas 6nswika) ¢ nokKyc-cneundunyHbiM OH-
K-3oHgom LS| ALK Dual Color, Break Apart Rearrangement
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Puc. 2. Tuctonornyeckoe 1ccneaoBaxue uontara Koxu, OKpacka 3031H-remarokcunamny. A — ye. x100, b — yB. x400
Fig. 2. Histological examination of skin biopsy specimen, eosin-hematoxylin staining. A— x100 magn., B — x400 magn.
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Puc. 3. MmyHor1cToxMmMInyeckoe ccneaoBaHie buontara koxi. A — akenpecens CD3e, b — akcnpeccns CD4, B — akenpeccust CD30, ' — nponudbepatusHbIi MHAEKS
Ki67, [1 — akcnpeccns Granzyme B, E— akcnpeccust TIA-1, XK — He akenpeccupytot ALK, 3 — He akcnpeccupytor CD20

Fig. 3. Inmunohistochemical study of skin biopsy specimen. A — CD3e expression, b — CD4 expression, B— CD30 expression, I — Ki67 proliferative index, [l — Gran-
zyme B expression, E— TIA-1 expression, 2K — ALK does not express, 3 — CD20 does not express

B BecTHuk gepmatonoruv n BeHeponorun. 2018;94(4):30-42
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Puc. 4. [IuHamuka KNuHUHECKUX NposiBNeHNi Ha hoHe npoBoauMoro Neserus B ®IBY «HLK» Mux3apasa Poccum
Fig. 4. Dynamics of clinical manifestations against the background of the treatment carried out in the State Scientific Centre of Dermatovenereology and Cosmetology

Puc. 5. Knuundeckas kaptusa npu noctynneHun 8 rbY «HMUL rematonorum» Muaapasa Poccim. Habntoganock Tpu Tuna KOXHbIX 371EMEHTOB: MNeprurMeHTPOBaH-
Hble MATHA, 00yCNOBNEHHbIE Ncopua3om (1), 6nsiikm (2), B0MbLIMHCTBO 113 HITX C U3bS3BNEHNEM B LIEHTPE (3)

Fig. 5. The clinical picture of admission to the State Scientific Centre of Dermatovenereology and Cosmetology. Three types of skin elements were observed: hyperpigmented
spots caused by psoriasis (1), plaques (2), most of them with ulceration in the center (3)

Probe (Abbott Laboratories, U.S.A.) TpaHcnokauusi ¢ BoBIe-
YeHueM nokyca reHa ALK/2p23 He BobisieneHa. FISH-uccne-
noBaHue ¢ nokyc-cneundnyHbiMn OHK-3onpamu DUSP22/
IRF4 Breakapart Probe/Cen6, TP63 Breakapart/3qgtelProbe
(Cytocell, UK) He BbISIBUNO TpaHCNOKaUMIA C BOBMEYEHWEM
nokycoB reHoB IRF4/6p25.3, TP63/3q28, opHako 6bInn Bbl-
SIBNEHbl 2—3 OOMOSHUTENbHBIX CUrHana oT JIoKyca reHoB
IRF4/6p25.3, 4TO CBWOETENLCTBOBANIO O TPUCOMUMU W/WUNK
TeTpacoMmm XpPOMOCOMbI 6 (puc. 7).

Mpy  MONEKYNAPHO-rEHETUHECKOM  MCCIle[oBaHum
6éuonTaTa KoXu (ToHKas 61sLika) 6bina BbisBrieHa T-kne-

TOYHas KMOHAsNIbHOCTL MO peapaHXrMpoBKaM reHoB y-Lienuv
T-knetoyHoro peuentopa. Mpu MNUP-uccneposannm 6uon-
TaTa KOXu (MsATHO), o6pasuoB nepudepnyeckon Kposu
N KOCTHOrO MO3ra KJIoHanbHOW Monynsuum nuMaOonaHbIX
KNETOK BbISABNEHO He 6bino. pu uccnenoBaHWM CbIBO-
POTKN KPOBM He ObIN0 OTMEYEHO CEPOSIOrMYECKUX Mapke-
POB aKTUBHbIX repnecBupycHbix MHpekunn; OHK Bupyca
OnwTeliHa — Bapp B MOHOHyKfeapax nepudepnyHeckon
KPOBW M NyHKTaTe KOCTHOIO MO3ra He BbISiBJIEHA.

Takum 06pas3om, Ha OCHOBaHUW NPOBEAEHHOrO obcrne-
[OBaHWA YCTAHOBIEH AMArHO3 NEPBUYHON KOXHOWM aHanna-



37 N No4, 2018

Puic. 6. MHOXECTBEHHOE 04ar0BOE NOPAXEHME JIEr04HON TKaHU (NOKA3aHO CTPESKamMI) MO JaHHbIM MyLTUCTIAPAbHO KOMMbIOTEPHON TOMOrpachiiA OPraHoB rpyAHO KNeTKM.

A-B — 10 neyenust, —E — nocne neyexus

Fig. 6. Multiple focal lesions of the lung tissue (indicated by arrows) according to the multi-spiral computed tomography of the chest. A-B — before treatment,

[-E — after treatment

Puc. 7. FISH-nccnenosanme ¢ nokyc-cneundunyHsimm JHK-30Haamm
DUSP22/IRF4 Breakapart Probe/Cen6 cpe3os ¢ napaghmHoBbIx 6710k0B 61onTara
KOXW (TOHKas O1siLKa). CTpenkamu nokasaHbl KNeTki ¢ JONONHUATENbHbIMN
CUrHanami OT LiEHTPOMEpbI (CUHIe CUTHanbI) 1 OT nokyca DUSP22/IRF4 (cans-
HINe KDaCHOrO 11 XXENTOr0 CUTHAMOB).

Fig. 7. FISH study with locus-specific DNA probes DUSP22/IRF4 Breakapart Probe/
Cen6 of the sections from paraffin blocks of skin biopsy specimens (thin plague).
Arrows indicate cells with additional signals from the centromere (blue signals) and
from the DUSP22/IRF4 locus (the merging of red and yellow signals)

B Vestnik Dermatologii i Venerologii. 2018;94(4):30—-42

CTUYECKOM KPYMHOKSIETOYHOM JNIMMOMbI C pacrnpocTpa-
HEHHbIM MOPaXXEHNEM KOXHbIX MOKPOBOB, NOAMbILLEYHOIO
MM aTMHecKoro yana crnpaea, M30nMpoBaHHbIM Mopaxe-
HWEM Tero4HOM TKaHW.

B kayecTBe WHOYKUMOHHOW Tepanuwu Obina BbliGpa-
Ha MoguduMuMpoBaHHaa nporpamMma: [[eKkcaMeTasoH,
ngochammng, MeToTpekcaT, AOKCOPYOULIMH, BUHKPUCTUH,
umTapabuH, aTtono3ug, mMecHa, kanbumsa donuHat (NHL-
BFM-90, 6nok A) c ackanauuen gosbl MeToTpekcara [o
2 r/m?(tabn. 1). MNMepep Havanom 1 kypca 6bina nposeaeHa
5-pgHeBHas npepdasa, cocTosLas N3 exXeqHEBHOro BHY-
TPUBEHHOrO BBeAeHWs fekcameTtadoHa 10 Mr/m?n uukrno-
docchamuga 200 mr/m2.Tlepen KaxabiM KypcCOM XMMMO-
Tepanuu nposogurnacbk npounakTuka Henponenkemmu,
MHTpaTeKkanbHO BBOOMIM TPU LUTOCTATUHECKUX npena-
paTta. NapannensHo ¢ KypcoM LMTOCTaTU4eCKon Tepanuu
eXefHeBHO rnposoaunack 06paboTka KOXHbIX MOKPOBOB
aHTMCeNTUYECKMMM pacTBOpamMmn 1 aHTubakTepmanbHbIM1
Massamu. NpeBeHTUBHO, JO PasBUTUA MUENOTOKCUYECKO-
ro arpaHynoumTo3a, BbIMNOSIHEHO 6aKTepuonormyeckoe
nccrnegoBaHMe OTAENSemMoro C W3bsA3BIEHHOW MOBEpPX-
HOCTW OMyXOSieBbIX 3M1EMEHTOB, Oblfl BbIABNIEH OOUIbHbIN
pocT Klebsiella pneumonia, npogyumpyoLien B-nakrama-
3bl pacLUMpeHHOro crnektpa AencTBus. VgeHTuduumnpo-
BaHHbIN MWUKPOOPraHn3m Obln 4yBCTBUTENEH K amuKaum-
HY, UMWUMEHEeMY, KOMCTUHY U YCTOMYMB K MepOmneHemy.
[MocTkypcoBOM Mnepuop OCNOXHUCA passBuTuemMm ¢eob-
PUIbHON HENTPONEHUN U NHMEKLUNOHHbBIX OCIOXHEHWUN:
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Tabnuua 1. Cxema UHAYKLMOHHOM XimuoTepanuin no MoaudmumposaxHoi nporpamve NHL-BFM-90, 6ok A
Table 1. The scheme of induction chemotherapy according to the modified NHL-BFM-90 (unit A) program

penapatbl [lo3a [Hn
[lekcameTa3oH 10 mr/m? B/B KanemnbHoO 1-5
Mpeadasa

Linknodocamug 200 mr/m? B/B KanenbHoO 1-5
Ndochamug 800 mr/m?B/B KanenbHO B Te4eHne 14 1-5

MeToTpekcar 2000 mr/m2B/B KanenbHO B Te4eHue 6 4 1
LiutapabuH 150 mr/m? 4epe3 kaxable 12 yacoB B/B 4-5

Bnok A

aTono3ua 100 mr/m? B/B KanenbHO 4-5
[lekcameTasoH 10 Mr/m2B/B KanenbHo 1-5

[lokcopy6uumH 50 mr/m? B/B KanenbHO 3

opochapuHreansHoro KaHaugosa, MceBgoMeMOpaHo3HO-
ro konuta. MaccmBHas aHTUGMOTMYECKas, UHAY3NOHHAs
M TpaHCcgy3noHHas Tepanua Mno3BOofuAN KynmposaTb WH-
hekUMOHHbIe npoLecchl. 1o 3aBepLueHun NepBoro Kypca
Tepanuu oTMeYeHa NonoXuTenbHas AMHamMuka no OCHOB-
HOMY 3a60MeBaHu1IO: YMEHbLLEHE pa3MepoB 1 o4uLLeHre
N3bA3BIEHHbIX MOBEPXHOCTEN OMYXONEBLIX 3NIEMEHTOB,
hopMUpOBaHME FPaHYALMOHHOM TKaHW; YaCTb HEGOSMbLLUNX
ONyXOJeBbIX 3/IEMEHTOB NnofBeprnack MosIHON perpeccuu,

pa3mMepbl OCTalbHbIX COKpaTUnMCb. B 30He Makcumanb-
HOro OMyXOneBOro MOPaxeHusl, B MpaBoW mie4enonaToy-
HOM o6nacTtu, U3-noj cTpyna nNpekpaTunock NocTynseHve
FHOMHOrO OTAENSAEMOro, Kpas cTpyna «nogcox/iv», OOGHAKO
ero LueHTpanbHaa 4acTb npogoskana nioKTympoBarts.
YuntbiBas BbIPaXEHHYIO MOMOXMUTENbHYIO OMHAMUKY, na-
LMeHTy 6bliia NPOAOMKEeHa XMMMoTepanus no To Xe npo-
rpamme (puc. 8 A). [Nocne 2-ro Kypca xMMmmoTepanum oTme-
Yyanacb ganbHewnLlas nocTeneHHas perpeccus onyxoneBbixX

Puc. 8. [IuHamunka KoXHbIx 31eMEHTOB 00/IbHOMO BO BpeMst JiedeHns. A— noche 1 kypca, b — nocne 2 kypca, B — nocsie BbICOKOLO3HON XUMIUOTEPANUIA U ayTONOrM4HOM
TpaHennaHTaum, I — 4epes 3 mecsua nocne 3asepluenns nesenns, [, E— 4epes 12 mecsues nocne 3asepLIeHis neyYerns

Fig. 8. Dynamics of the patient’s skin elements during treatment. A — after the 1st course, b — after the 2nd course, B — after high-dosage chemotherapy and autologous
transplantation, ' — 3 months after completion of treatment, [1, E— 12 months after the completion of treatment
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3MEMEHTOB Ha Koxe. lMpu o4epedHoV nepeBa3kKe camoro
601bLLIOro OMNyXoneBoro afieMeHTa B Nnpason nnedesnona-
TO4YHOM 06/1acT yganocb yganutb GOMbLUYIO YacTb CTPY-
na (puc. 8b). Mpu MynbTUCNNPASIBHON KOMMbIOTEPHON TO-
Morpadmn opraHoB rpyaHONM KNeTKW, NpoBedeHHOW nocne
2-ro Kypca xumuoTtepanuu, 6blia oTMeveHa npakTUHecku
MosiHas Perpeccusi 04aroB MOPaXKEHWs NEroYHOW TKaHW.
YuntbiBas ganbHENLyo NOSIOKNTENbHYI AUHAMUKY, Npo-
BeeHbl MoObUnNu3auusa n co6op nepugpepmuyHecknx CTBOSO-
BbIX KNETOK KPOBM, CyMMapHO 6bino cobpaHo 5,8 x 108/kr
maccel Tena CD34-no3ntuBHbIX KNeTok. B nocnegytoem
npoBefeHo eLle 2 NodobHbIX Kypca xumuoTtepanuu. MNpu
KOHTPONbHOM 0O6CNefoBaHMM Nocne 3aBepLUeHns UHOYK-
LMOHHOW Tepanuu OTMEeYeHa HOopManusauus pasMepoB
aKCUNNSPHOro NMMAAaTNYecKoro yana, OnyxoneBble o4a-
M B NEroYHON TKaHwW He onpepensnuce (puc. 6 NE). Ha
Koxe 60/1bHOro oTMe4anacb perpeccus 60MbLUNMHCTBA O4a-
rOB OMyXONEBOro MOpaXeHusi, OQHAaKO Ha MecTe MCXOZHO
CaMbIX OOLUMPHbIX O4aroB MOPaXKEHWs KOXMW OCTaBanuncb
OTKpbITble paHeBble NOBEPXHOCTH.

[nqa KoHconuaauum nonyyYeHHoro adhdekTa nposegeHa
BbICOKOAO3Hasa xumuoTepanus no nporpamme CEAM (no-
MYCTUWH, 3TOMNo3ua, uMtapabuH, mendanax) (Taén. 2) ¢ no-
cnegyolen TpaHcnnaHTaumer remMonoaTUHECKUX CTBO-
NOBbIX KNETOK. [MpoJomKNTENBHOCTL MUENOTOKCUYECKOTO
arpaHynouutosa coctasuna 14 gHen, TsXKenbIX WUHEK-
LIMOHHbIX M TOKCUHECKUX OCNOXHEHMWI He OblI0 OTMEYEHO
(puc. 8 B). MonHas sanuTenn3aums paHeBbIX MOBEPXHOCTEN
npounsoLuna 4Yepes 3 Mecsua nocne 3asepLUeHus Tepanum
(puc. 8T). Mo3nTPOHHO-3MUCCUMOHHAs TOMOorpacdusi, CoBMe-
LeHHas C KOMMbOTEPHOW ToMorpadmen, ¢ 18F-dpTopaes-
OKCUINIOKO30M Bbinia BbinonHeHa Yepe3 1,5 mecaua nocne
OKOHYaHWs BbICOKOLO3HOW Tepanuu, JaHHbIX O Hanuyuu
aKTUBHOW OMNyXONeBOW TKaHW He O6bino nosy4eHo. [Mpu
KOHTPONbHOM O6cnepoBaHun 4veped 6, 12 n 18 mecsues
nocne 3aBepLUEeHUss XUMMUOTepanumn CoxpaHanacb nonHas
pemuccus 3a6onesanus (puc. 8 [, E).

06cyxpeHue

MepBU4Hasa KoXHasa aHannacTu4eckas KpynHOKNeTo4-
Hasi NIMMdoMa BNSETCSA reTeporeHHOM OnyXxosblo, KoTopas
B 60NbLUMHCTBE CllyYaeB XxapakTepmayeTcs 61aronpuUsaTHbIM
KITMHUYECKUM TeYEHUEM, OTCYTCTBUEM IKCTpaLepMasibHbIX
o4aros nopaxexus [2].

OnucaHHbIi B cTaTbe cnydar nkAKKI1 npepctaensan
onpenenieHHble TPYOHOCTU Kak Npu AMarHOCTUKe, Tak 1 npu
BbIGOpE TaKTUKM fiedeHuns. lNeprof 0T BO3HUKHOBEHUS nep-
BOrO 3fleMeHTa 4O Havana fie4eHus coctasun 12 mecsiles,
a OT MOMEHTa NepBOoro obpallleHnst K Bpady rno MecTy Xu-
TenbCTBa A0 YCTaHOBMIEHUA AMarHo3a — OKOmo 5 mecsues,

Tabnuua 2. Cxema pexuma KoHanuUnornposarus CEAM
Table 2. The scheme of the CEAM conditioning regimen

[Tpenapartbl [o3sa [Hn
JlomycTuH 200 mr/m?BHYTpb -7
3Tonoaua 150 mr/m? qep?(%an;Kbﬂ%e 12 yacos B/B 6. -3
2
LuTapa6un 200 mr/m Hepisaggmﬁ%e 12 yacos B/B 6..-3
MendanaH 140 mr/m? B/B KanensHo -2
PenHdysusal CK B/B CTPYNHO 0

W BecTHuK gepmaronorum n BeHeponoruun. 2018;94(4):30-42

XOTSl MaumeHT cpasdy Obinl HanpasfeH Ha 6UOMNCUlo n3me-
HEHHOro y4acTtka KoXu. BeposaTHO, Mpopo/mKuTenbHOCTb
nepuoga AMArHOCTUKU 6blna 06YCMOBMEHA HETUNMUYHOMN
MOpPOSIorM4ecKon KapTuHOW 3abonesaHus. [Npu rucTo-
JIOTY4ECKOM UCCNefoBaHuM MepBoro 6uonrtarta U3bsA3B-
JIEHHOr0 y4yacTKa KOXW, BbIMNOSIHEHHOM MO MECTY XWTesb-
CTBa, Obl1 YCTAHOBMIEH [OMArHo3 A3BEHHO-raHrPeHO3HOM
nuogepmMun mn3-3a G60MbLUOrO KONMMYECTBA HEWTPOUIIOB.
G. Burg u coaBT. onucanu 4 nogobHbix cnydas nKAKKJI
[10], akcnpeccus onyxofieBbIMU KreTKaMu UHTeprenkmnHa
8 cnoco6CTBYET NPUBEYEHUIO HENTPOPUITOB 1 303UHODU-
0B, 06UnMe KOTOPLIX CUMYNMpYeT BOCMasnieHne, Mackumpy-
€T OnyxoseBbl NPOLECC MNOA raHrPeHO3Hy MMoAEepPMUI0
1 3aTpydHsaeT Bepudukaumio nuMmdomsl. Ha Haw B3rnag,
B MOAO06HbLIX CUTYaLMAX BaXKHbIM SBMSETCA ConocTasneHve
KITMHUKO-MOPONOrMyeckorm KapTuHbl. [py Hanuymm ony-
XOJIEBbIX 3NIEMEHTOB C U3bA3BIIEHNEM N 6€3 TAKOBOro AJs
61oncumn Heo6XoaAMMO BbIGMpPaTb ONYyXONeBbIN 3N1eMeHT 6e3
N3bA3BIEHUS, @ TaKxXe He nNpeHebperaTb NpoBegeHneM UM-
MYHOIMCTOXMMMNYECKOrO, MOSIEKYTAPHOMO U LIUTOreHeTnye-
CKOro nccnenoBaHui.

CnepyroLmm BaxkHbIM 3Tanom B guarHoctuke NkKAKKIJI
y 9TOro 60s1bHOro 66110 pasrpaHnyeHne NKAKKIT ot kpyn-
HOKMETOYHOW TpaHcopmaumm rprboBMOHOMO MUKO3a,
a TakXe OT BTOPUYHOIO MOPaKEHUs KOXWU Mpu HopasbHOM
AKKIJT, ALK-. B 3apy6exHorn nutepatype npefctasneHbl
crny4anm rpMboBMOHOrO MUKO3a, MPOTEKalLWero ¢ HeTu-
NMUYHOW KIMHNUYECKON KapTUHOW, UMUTUPYIOLLEN O6bIYHBIN
ncopvas [29], a 3KcTpaHojansHoe nopaxeHue, B TOM 4uc-
1le BOBIeYeHVe KOXW, HepeaKko HabnoaaeTcs npu Hopgasnb-
Hor AKKIJ1, ALK- [2]. YuuTbiBas Hann4me MHOXECTBEHHbIX
rMNepnurMeHTUPOBaHHbIX NATEH y 6OMLHOMO, a Takxe Ao-
KYMEHTasIbHO He MOATBEPXAEHHbIW rncopnas B aHamHese,
ONA UCKIMIOYEHUA KPYMHOKINETOYHOW TpaHcopmaumm rpu-
60BMOHOIO MMKO3a Oblnia npoBefeHa 6uoncus yvacTtka
KOXMW (NATHO). [NpW rMCTONOrMH4ECKOM 1 MOMEKYNIPHOM KC-
CcnefoBaHMaX daHHbIX 3a OMNyXoseBbl NpoLecc nosy4eHo
He 6bi0. o aaHHbIM nepeu4Horo o6eneposaHus (MCKT
OopraHoB rpygHou knetku, Y3W 6ptoLllHon NonocTv 1 nepu-
dhepuyecknx numdaTn4eckux y3noB) BbISBIIEHO BOBMEYe-
HWe eMHCTBEHHOr0 PermMoHapHoro numdaTnyeckoro yana
B 30HE MaKCMMarsbHOro OMnyXxofieBOro nopaxeHus, 4to 60-
nee xapaktepHo ana nkKAKKIJ1, yem HoganbHon AKKJ1, ALK-
[2]. Mockonbky 6uoncma NOAMBILLEYHOro NMMMaTN4ecKoro
y3na He npoBoAaunacb, HEBO3MOXHO KaTeropuyHo yTBep-
XAATb O ero onyxofieBOM MopaXeHnn, BOSMOXHO, yBenn-
YeHne pasMepoB numaTnHeckoro ysna 6bi10 CBA3aHO
C peakTUBHbIMU U3MEHEHUSAMU U3-3a MACCUBHOIO UHEK-
LIMOHHOIO npoLecca, CONPOBOXAAOLLEro Onyxorb.

MHTepecHan Haxodka — o4arosoe onyxonesoe rnopa-
XeHue nero4yHon TkaHu. B 3apybexHon nutepatype npu-
CYTCTBYET OnucaHne efuMHUYHbIX CllydYaeB MopaxeHus ne-
royHon TkaHu npu NKAKKIJI. B uccneposaHumn S. Baseretal
[30] onyxoneBoe nopaxkeHune fero4Hon TkaHu 6bIfI0 OTMe-
YeHO y 6 13 710 naumeHToB ¢ T-KNEeToYHbIMU MM OMamMKn
KOXW N aCCOLMMPOBAHO C HEGNAronpUATHBLIM MPOrHO30M.

Mpw unTOreHeTU4ECKOM nccrnenoBaHum buonTara ony-
XOJSIEBOr0 3fIEMEHTa KOXW He Obina BbifIBNIeHa peapaHXu-
poBka nokyca IRF4-DUSP22 Ha 6p25.3, accouunpoBaHHas
C 6NnaronpusATHbIM KIIMHUYECKUM TEYeHUEeM, HO B TO Xe
BpeMs He 6bInn 06HapY>XeHbl TPaHCNoKaLmMmn ¢ BOBEeYeHu-
eM nokyca reHa TP63 n geneummn 6g21 n 18p11.3, Habnto-
JaroLmecs npun arpeCCUBHOM KIIMHUYECKOM U peLnanBupy-
loLLeM TeveHunn 3abonesaHus [17-21].


https://www.ncbi.nlm.nih.gov/pubmed/?term=Baser S%5BAuthor%5D&cauthor=true&cauthor_uid=17351938
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Mpn BbIGOpPE TaAKTUKM JfleHeHUs naumeHTa Mbl PyKo-
BOACTBOBASIUCb PACNpPOCTPAHEHHBIM NMOPaXKEHNEM KOXHbIX
NMOKPOBOB, B TOM YMCIE KOXM HUXKHUX KOHEYHOCTEN, BOBSE-
YeHMEeM NIErO4HOM TKaHW 1 MporpeccupoBaHMemM oryxone-
BOroO npouecca Ha Tepanun MasnbiMyM Jo3amMu MeToTpekca-
Ta. Onupasicb Ha COBCTBEHHbIN OMbIT, ANS JIEYEeHUs 3TOro
60nbHOro 6bina BbibpaHa MoaMduumMpoBaHHas nporpaMmma
NHL-BFM-90, 6nok A, ycnewwHo npumeHsiemas ans ne-
YeHust arpeccuBHbIX B- 1 T-kneToyHbix numdom B OIrbY
«HMWL rematonorumn» MuHagpaea Poccun [31, 32]. Ota
nporpamMmMa CoAepXUT KpoMe npenapaToB, BXOOALLINX
B Kypc CHOP, uutapabuH, atono3ung 1 metotpekcar. Bbi-
6paHHas TakTuka fiedeHns 60nbHOro no3eonunna JoCTur-
HyTb MOSIHOM pemMuccuMn 3aboneBaHus, NoaTBEepPXAEHHOM
MOT-KT ¢ 18F-®L, nNpogo/mKUTENbHOCTEI HAa MOMEHT
HanuncaHua ctatbn 18 mec.

OpHako npoBefeHWe WHTEHCUBHOW MHOYKLUWNOHHOM
Tepanun MNpy Hann4ymMm MHOXECTBEHHbIX 04aroB M3bs3B-
NIEHNS KOXHbIX MOKPOBOB MNPV BblAeieHMn B NOCeEBax C pa-
HeBoln nosepxHocTn Klebsiella pneumoniae, ycTon4nsomn
K 60NbLUNHCTBY aHTMbaKTepuanbHbIX NpenaparTos, kpanHe
3aTpyAHUTESNIBHO, HO MOXET 6bITb peann3oBaHo Npu BO3-

MOXHOCTWU MPOBEAEHUS COOTBETCTBYIOLLEN aHTUOUOTUYe-
CKOM U TpaHCy3noHHOM Tepanuu. Mo HaweMy MHEeHMIo,
B NMOJO6HbIX cuTyaumax 6bino 6bl LenecoobpasHbiM npo-
BeleHMe Ha MepBOM 3Tane NeYvYeHUss HECKONbKUX BBene-
HUA BpeHTYKcnumab BeOoTUHA, KOTOpbIA 6bl NO3BONWI CO-
KpatuTb Maccy OMyxofn U YMEHbLUUTb NAOLaAb paHeBbIX
NOBEPXHOCTEN 6€3 3HA4YUTENbHON NIENKONEHUN U Pa3BUTUS
MHEKLMOHHBIX OCITOXXHEHWIA.

3aknioyenue

B ctaTbe npefcTaBneH ycrnellHbIA onbIT B3auMOAen-
CTBUSI [E€pMaTosioroB, remMartosioroB M natoMopdonoros
B [OMarHOCTUKE W Jle4eHUU NEepBUMYHON KOXHOM aHanna-
CTUYECKOW KPYMHOKNETOYHOM NMMEOMbI € pacrnpocTtpa-
HEHHbIM TMOPaXEHNEM KOXHOIO MOKPOBa, BOBJIEHEHUEM
Nlero4yHon TkaHu. [ns nedeHns 60nbHOro 6bi1a NpUMeHeHa
WHTEHCUBHAsA MHOYKUMOHHasA Tepanus ¢ NocneaytoLlen Bbl-
COKO[O3HOM KOHCONMaaumen n ayTonorMyHoON TpaHcniaH-
Tauuen reMornosTUYECKUX CTBOSOBbIX KNETOK. BbibpaHHas
TakTVKa fevyeHns no3sonuaa [OCTUIHYTb MPOOOIMKUTESb-
HOW MOMHOW pemMuccun 3aboneBaHust y GOMbHOMO C He-
6naronpusTHbIMM haKkTopamm NPorHo3a.
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