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Bynnesnviii snudepmonus (b3) - HacnedcmeeHHast, 2emepoeeHHAs 2pyNNa PeOKUX 2eHEMUHECKUX 0epMANio308,
XAPAKIMEPUSYIOULUXC XPYNKOCHbIO KONCHBLX NOKPOB06 U criu3ucmulx obonoqex. OOHOU U3 camblx maxicenvix opm
3a60onesanus A6nAemcs oucmpopuyeckuii b3, msxecmp meueHUs KOmMopozo 00YC06/1eHA 2eHEPANTUZ08AHHbIM
XAPAKIMepom NOPAaNeHUs KOHHbIX NOKPOB08 U CIUSUCTbIX 0007104eK 6HYMPeHHUX opearos. B omcymcmeue
namozeHemu1ecko2o seeHuss b3 mynmvmuoucyuniunHapHas nomMowsb HANPaeeHa Ha MUHUMU3AUUI PUCKA
Npozpeccuposanus NopaxeHuil KOXHvIX NOKpPo60s, ob7iecueHUe CUMNINOMOS U cretudueckux ocnoxcHeruti. OOHUM

U3 CaMbX 2PO3HBIX 0CTIONCHEHUI BO Aenisemcs pariee passumue naockoknemouroeo paxa xoxcu (IIKPK), umo ocoberro
XapakmepHo 0717 NAuUeHmoe ¢ oucmpoguueckoii popmoti. OOUENPUHAMBIX PEKOMEHOAUUTL NO CUCEMHOI Mepanuu
IIKPK npu B3, pasHo kax u uemkux 00KasamenvCms KIUHUHECKOU dPPeKmusHoCHU UUMomoKcu4ecKux npenapanos
npu neveHuy OAHHOLL 2PynnvlL nayuenmos, e cywecmeyem. IIpedcmasnenHviti 6 cmarmve onbim nedeHus

KaK 710KAnU308aHHbLX, mak u pacnpocmparentvix popm IIKPK y nayuenmos c ducmpoguueckoii popmoii b nokasviéaem
B03MONCHOCU XUPYP2UHecK020 n00x00a U dpdekmusHocmp cucmemHoi mepanuu. besycnosHo, 10060ti onvim neveHus
3710KA1eCNBeHHOLi ONyX0NU NPU MAKOM MANENoM OPPHAHHOM 3a007e6aHUL NPeOcmasisen OOMbULYI0 UEHHOCHTb U MOXE
NOMOYD 6 8bI00pPe MAKCUMATILHO IPPeKMUBHOT MAKMUKU TleueHUsT 8 Oy0yusem.

Knioueevie cnosa: 6ynnestviii anudepmonus, oucmpoguueckuii 6ysnnesHviii INUOEPMONU3, NIIOCKOKIEMOUHDITL PaK
Koxcu, konnazed VII muna

BBepnenue oTBevaromieM 3a cuHTes Kotarena VII tuma (COL7A1), u k-
Hucrpoduaeckuit 6ynnesusiit smvpepmonns (B3) OTHOCUT-  HIYECKH IIPOSIBIIAETCS PELVANBIPYIOLIM 0OpasoBaHIEM sI3B,
€51 K OFHOJI M3 CaMBbIX TsDKEbIX (POPM IeHHBIX IePMATO30B.  ITy3bIPeii, PyOLiOB Ha KOYKe U C/IMBUCTBIX 000/I0YKAX, BOSHI-
3aboreBaHe XapaKTepU3yeTcs Ha/mi4ieM MyTaLyi B TeHe,  KalOIVX KaK NPy He3HAYUTeNbHOI MeXaHUYeCKOl TpaBMe,
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TaK ¥ CAMOCTOSITe/IbHO. B HacTosiIIIee BpeMs He CYILeCTByeT
crierg9ecKyX MeTOLOB IedeH s JAHHOIA ITaToyoruu. ViMero-
I[yIecs] TepaneBTIYecKye O I03BOIAIOT IUIID IIPOI/IUTD
JKM3HD TIALIVIEHTOB M YIYYLINTD ee KadecTBO. Co BpeMeHeM
HOpaKeHN:A KOXKI IOCTENIEHHO ITPOrPeCCHPYIOT.

Hanboree orracHbIM OCTTO>KHEHMEM XPOHIIECKOTO BOCIIA/IN-
TEJIBHOTO IIPOLecca SBJIAETCA PasBUTIE ITIOCKOKIETOYHOTO
paxa koxxut (ITKPK). CeropHs M3BecTHO, YTO 4acTOTa BCTpe-
JaeMOCTH paKa KOKI KOPpeMpyeT C TAKeCTbIo TedeHns b9
1 Bo3pacToM. Yaile KapIjHOMa KO>KI Pa3BUBAETCA Y HALlMeH-
TOB C TsDKe/IbIM TeHepaT30BaHHBIM PeIleCCBHBIM ITOATIIIOM
B3 (RDEB-gen sev.), gocturas 90% x 55 rogam [1, 2]. IIKPK
y manyeHToB ¢ B9 xapakTtepusyeTcs 60/ee arpecciBHBIM Tede-
HIfeM, 4eM Y [IALMEHTOB B 0011l oM/, TO BBIPKAETCS
B 6ortee paHHel MaHM(ECTAL[UI OIIyXO/IN, MHOXECTBEHHO-
CTY XapaKTepa IIOpaXeH!s ¥ paHHeM MeTacTa3upoBaHuu [3].
Kpowme Toro, manyeHTs! ¢ TspKenoit popmoit b3 oTmryarorcs
KpailHe HeYI0B/IeTBOPHUTE/IbHBIM COMATNYECKMM CTaTyCOM, Ha-
JUVeM XPOHITYIECKIX 04aroB MH(eKIyu, 60/1eBOro CrHApoMa.
INostomy cTanmapTHbIe Tofxonb! K nedeHno IIKPK He Bcerma
IIPUMEHMMBI, @ CPaBHUTENbHAA pegkocTh bD He mo3Borsaer
IIPOBOJNTD IOHOLIEHHbIE K/IVHITYeCKe MccleioBanys. B Ha-
cTosiiLiee BpeMsI IIPOrpecCUpYIOLINIT OHKOIOTMYECKII ITPOLiecc
ABJISIETCA OIHON 13 OCHOBHBIX IIPMYNMH CMEPTH TIAIIEHTOB
¢ gucrpodrraeckoit popmoit B [1].

IIpencrasnAemM MyTbTUAMCIMITIMHAPHBIA ONBIT Tedennsa ITKPK
y 4eThIpeX MalMeHTOB ¢ AucTpodudeckoit popmoit B ¢ yua-
CTVeM CIIELMATICTOB, 00beVHEHHBIX IKCIIEPTHBIM (GOHIOM
«BIJIA. [lety-Bab0o4Ki», BXOJSAIINM B COCTAB MEXYHAPOFHOI
accorauyy DEBRA International.

Knunnyeckmii cnyvain 1

My>xunHa, 21 rof, ¢ BpoxxfieHHbIM b9 pereccusHo-mcTpo-
¢uaeckoit popmer (PIIBI), reHepannsoBaHHBIM HOLTUIIOM,
TSDKETION CTelleHblo, MyTanuelt B rene COL7. b3, pmarnocTupo-
BaHHDII TPV POX/ICHIN, XapaKTepU30Ba/ICs KpaifHe arpecciB-
HBIM TedeHyeM. Ha MOMEHT rocnyTanmsalyy MHOYKECTBEHHbIE
PAHBI KOXKM 11 CIM3MUCTBIX 000/I04EeK 3aHMMA/II IIPAKTUYECKI
100% momaay Tema. Co ¢/I0B MaLMeHTa, HEOOBIYHOE HOBO-
o6pa3oBaHIe KOXI1, KOTOPOE 10Ka/30BaI0Ch B 00/IaCTY IIpa-
BOT0 KOJICHHOTO CYCTaBa, 6ECIIOKOMIIO B TeYeH)e HECKOTbKIX
neT. OHAKO 3/10Ka4eCTBEHHBI ITPOLIECC 3aMI0f03PUIIN, KOT/A
OIIyXO/Ib JOCTUI/IA 3HAYMUTENbHBIX pasMepoB. Ha MoMeHT ro-
CIIMTA/TM3ALVY OIyXO/Ib PACIIPOCTPAHMTIACH HA BCIO 00/IaCTh
KOJIEHHOTO CyCTaBa, IIOPa3yB ero KaIcyry u copMupoBas
OTPOMHBII1 9K30(UTHBIIT KOMIIOHEHT (puc. 1). [IBurarenpHas
¥ OOpHast QYHKIMM KOHEYHOCTH yTPadeHbL.

B xof1e KOMIIIEKCHOTO 06CTIeTOBaHNS ITOATBEPIKIEHBI MECTHO®
pacIpocTpaHeHe IPOoLiecca, TOpakKeHye He TOTbKO KOXKIL, HO
VI IIOZJIEKAIVIX MATKIX TKaHel! C MHBa3}eN KOJIEHHOTO CyCTaBa.
ITpy 5TOM JaHHBIX 06 OT/jAIEHHOM ¥ PETYIOHAPHOM MeTacTa-
3MpOBaHNUM He IoydeHo. Ha ocHOBaHMM pe3y/nbTaToB KOH-
XOTOMHOI1 O10IICKY BepU(NIMPOBAH MArHO3: BePPYKO3HBII
ITKPK. C y4eToM CTenleHy pacIpOCTpaHEeHHOCTY OIyXO/IeBOTO
nporiecca MALYEeHTY MPEeIOKIIV aMITy TALIO ITOPa>KeHHOM
KOHEYHOCTH, HO OH OTKa3ajIcs. Tikernoe cocTosHe 60IbHOTO
HOTPe6OBasIO MPOBEAEHN METPOHOMHOI TO/IMXUMMOTEpa-
Iy TIperapatamu nykaogocdamuy u MeToTpekcar. CrycTst
IBa MecsIa JTeYeHNs OTMEeYa/IoCh IIPOTpecCMpOBaHNe OITy-
XOJIEBOTO IPOIecca B BUJiE MOSAB/IEHNA ¥ POCTA OITyXO/IeBbIX

OHKONOT U, remaTonoria 1 paavonorua

KNMHNUeCKkaa npakTuka

Puc. 1. ITnockoknemouHas kApUuUHoOMa Koxu npasozo
KONIeHHO020 cycmaéa Ha done peyeccusHo-oucmpoduuecxoii
dopmut 6ynne3nozo snudepmonusa

0YaroB B MATKVX TKaHAX IIPaBoil TOTIeHM, YTO TOTpeboBano
KOPPEKTMPOBKM CUCTEMHOII TepaIuy (MeTOTpeKCcaT 3aMeHIN
KamenuTabiHoOM B MeTPOHOMHOM pexxuMe). Ha dore euens
3a(DMKCMPOBAH PACMaji MEPBUUIHOI OIYXOI, @ TAKXKE [jaib-
Helillee IIPOrpeccHpOBaHIIe B BU/ie ITOSIBICHN HOBBIX 0YaT0OB
B MATKVX TKaHAX Ipasoro 6empa. Kmiamgeckn otmevanoch
YXYAILIeHNe 06Iero COCTOAHNA MallMieHTa U3-3a YCUTeHNA
60/1eBOro CMHAPOMA, HAPACTAHIIS CUMIITOMOB MHTOKCUKALINM,
IpUCOeNVHEHNs GaKTepyanbHOit nHpeKIu. Bbta BbITOTHeHa
HeKPIKTOMILA OITYXOJIM IIPAaBOTO KOJIEHHOTO CyCTaBa (0T Ipo-
BefleHNA PaJMKaIbHOI OIlepalyyl MAIMEHT IIOBTOPHO OTKa-
3ancs). OnepaTBHOE BMEIIATeNTbCTBO IIO3BOTIIIO KYIMPOBATh
6071eBOJT CUH/IPOM 1 HYBENMPOBATD CYMIITOMbI OITyXOJIEBOIL
MHTOKCHKanym. COMATHYECKIIT CTAaTyC HAIMeHTa YTy qIyI-
Cs1, ¥ CHICTEMHOE JIedeHyie ObII0 IPORO/DKEHO € IIOCTENEHHO
aCKajanyert 103l KanenyTabuHa. CrycTs fgBa MecsIia OT™e-
4a/IMCh IPOTPeccupoBaHyie 3a60/IeBaHNsA B BUE POCTA CTAPbIX
OITYXOJIeBbIX OYArOB, IIOSIB/IEHNE HOBBIX B ATONVYHOI 00/1aCTI
U1, KaK CTIEfCTBIE, yCIIeHne 60/1eBOro CMHApOMa. BemoHena
ATUIIYHAS 9K3aPTUKY/IALYA [IPABOJ HVDKHEN KOHEYHOCTH
B Ta300€/JPeHHOM CYCTaBe C MOAB3IOIIHOI MM/ IeHSKTOMME
U MiICCe4eHMEM OITyXO/N ATOAMYHON obmacty. Kpome ocHOB-
HOTO OITyX0J/IEBOT'0 KOHIJIOMepaTa laHHbIe TYICTO/IOTMYECKOTo
3aK/TIOYeHVIA TTOATBEPAVIIN Ha/II4Me O4ara INIOCKOKIeTOYHOM
KapIMTHOMBI KO>KM ATOfY'IHON 06/1aCTH, METaCTaTMIeCKOro
HOpa)keHNsA HaPY>KHBIX IIO/IB3JOIIHBIX MMPOY3IOB (Kpas
PeseKLM pe3elPOBaHHbIX MHPUILTPATOB BHE OIIYXO/IN).
IToceotepaliOHHBII IEPUOJ IIPOLLIET 6e3 OCTIOKHEHNIT, paHa
32KI/Ia TIEPBUYHBIM HATSDKEHMEM.

C y4eToM cTeneHy pacIpOCTPaHEHNs OHKOJIOTMYECKOTO 32-
6o/eBaHysA, YCTTIOBHOI PafiyiKaTbHOCTY BBIIOTHEHHOTO OIlepa-
TMBHOT'O BMELIATe/IbCTBA, 0XKMIaeMOIi HM3KOJ YyBCTBUTENb-
HOCTM OITyXO/M K CMCTEMHOJ IUTOCTATNIECKOI TePATINM ITPU
BBICOKOM PJICKe PasBUTISI TOOOYHBIX 3¢ (HeKTOB MalyeHTa
OCTaBU/IM TIOJ} AMHAMIYIECKVIM HaOTIOeHMEM.
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Puc. 2. IIpozpeccuposanue npouecca Ha Phoxe 6mopoii nunHuu
CUCMeMHOIL NPOMUE00NYx01e60ii mepanuu

Yepes miecTs MeCsIIieB ANATHOCTIPOBAHA TeHEePA/IN3ALIVS OITY-
XOJIEBOTO IIPOLIECCA B BIJIE IIOSIB/IEHNIST HOBBIX OITyXOJIEBBIX O4a-
TOB Ha KOXe TY/IOBHUIL[A, METacTaTIIeCKoe ITOpasKeHNe edeHN
¥ 061X [OfB3IOIIHBIX IMMpaTIIecKuX y3710B. C y4eToM pac-
IPOCTPAHEHHOCT TIOPAXKEHIIS, BBICOKOTO YPOBH SKCIIPECCHH
peLenTopa smepMaIbHOro GakTopa pocTa 6bII0 IPUHATO
pelleHe O TPOBeeHNY TAPTeTHOI TepaITy IIPEIapaToM Iie-
TyKcyMa0. JlaHHbIe KOHTPOIBHOTO 06C/IEOBAHIA IOCTIE ILATH
©KeHeJIebHBIX BBEMICHNIT LIeTYKCHMaba IPOfieMOHCTPUPOBAIH
Pa3HOHAIIPAB/IEHHYIO IMHAMIUKY — POCT OIyXO/IN B 06/1acTI
Ty/I0BMIIA (pIIC. 2) VI CTaOM/IM3ALMIO METACTATIYECKIX 09aT0B
B TTO/IB3JOIIHBIX MMMATIIECKVX Y3/IaX U TIeYeH.

Ha MoMeHT 06c/eoBaHysA NaIMeHT HaXOVIICA B TSDKETIOM CO-
CTOSTHUM, OITYXOJIEBBII IPOLIECC IPOrPECCUPOBAIL, OTMEYATICH
BBIPOKEHHBIIT 60/IEBOIT CUHIPOM 1 HeXKeTaTe/IbHbIe 3 (e Tl
TapreTHO! Tepamnyi. Pe3sncTeHTHOCTD OITyXomu K pOBOAMMON
TepaInyy MOCITY>KIIa OCHOBAHMEM /LA IIPeKpallleH s crietmu-
geckoro nedeHs. CIrycTs MecA1l Ha pOHe MPOrpecCUpOBaHIsA
3a60/1eBaHsA MALVIEHT CKOHYA/ICSL.

Knunuveckuin cnyvaii 2

JKenmuna, 37 ner, crpapgaer PIIBD (reHepann3oBaHHbI!
HOATHII, TSDKeTIas CTelleHb ¢ MyTanuei B rene COL7). Ha
MOMEHT 00pallleHNs B CIIeLann3MpOBAHHBII CTALMOHAP
OHKOJIOTMYeCKUiT aHaMHe3 cocTaBuI 6oree Byx neT. Toraa
60/1bHASA OTMETI/IA [IOSAB/IEHE [JIUTEBHO HE3AKMBAIOIX
PaH C aTUIMYHBIM 60/IEBBIM CMHAPOMOM B 00JIaCTH ITpa-
BOJI CTOIIBI 11 7IeBOII rojieHn. [To MecTy xutenbcTBa 6blIa
BBIIIOTHEHA O1OTICHSI sI3BEHHOTO fiedeKTa B 06/1acTy /1eBOI
roneHu. ITogTBepKeHa IIOCKOK/IETOYHAS KapIIMHOMa
KOXIL. 3aTeM IIPOBEJIEHO JICCedeHNe OITYXO/IM JaHHOI JI0Ka-
mm3sanuu (Kpas pe3eKLyy He oLieHyBanuch). Kommnexcaoe
ob6crnenoBaHe He IPOBOAMIOCD, TALVIEHTKY OCTABIIN 0N
IVHAMUYECKUM HaOMToneHeM, KOTOpoe GpaKTUIeCKH He
OCYIIECTBIANIOCE.

Yepes Tpy MecAla KIMHITIECKY BbIABIEH MECTHO-PaCIpO-
CTpaHEHHBIIT LB B 00/1aCTyI JIEBOJL TO/IEHM C [IOpaXKeHeM
KOXKM, MATKIX TKaHE 11 KOCTEN TOIEHN, METACTATUIECKIM
HOpaXeHIeM UIICHIaTePaIbHBIX TaX0BO-0eIpeHHbIX Mdo-
y3/10B. TeM He MeHee TMCTONOIMYeCKast BepupuKkarysi 6pr1a
HOJTy4YeHa JIMIIb CITYCTA ellje BOCeMb MecsLeB (puc. 3).

Puc. 3. Mecmno-pacnpocmpanennas niocKoxiemouHas
KapyuHoma Koxcu 1e60il 201eHu npu GynnesHom
anudepmonuse

Takum 06pa3oM, pacipoCTPaHeHHOCTb OIYXOJIEBOTO IIPOLIECCa,
BBICOKas! 9KCIIPECCHSI PELleNTOpa SI/IePMAIbHOTO (pakTopa
pOCTa B OITyXO/IEBOI TKaHM IIOTPeOOBAIN IPOBENEHNsI O1O-
JIOTMYECKOI TAPTeTHO TepPAINY IPENapaToM LeTYKCUMa6
B KOMOVMHALM C HU3KUMI [JO3aMM [{UTOCTATUKOB (LMCIIATUH
20 MI eXKeHeJeNbHO).

IIpoBefieHO YeTbIpe IMK/IA PEKOMEH/IOBAHHOTO PEXVIMA IIPO-
TUBOOIYX0/1eBOTO Jtedenis. OC/IOKHEHS TEPAIINN IPOSIBIIA-
JIACH KOYKHOI TOKCUYHOCTBIO 2—3-11 CTelleH, KoTopasi Oba
Hanboriee BRIPaXXEHA MOCTIE IEPBOTO BBETEHNS LieTyKcnMaba
¥ IIO/IHOCTBIO KYIIMPOBaHA K YeTBEPTOMY BBEJEHMIO IIpera-
para. KoHTposbHOe 06¢/Ie10BaHye OKa3amo CTabuIn3ariio
OIIYXOJIEBOTO IIPOLIECCA C TEHIEHIMEN K YMEHBIIEHUIO OYara
IJIOCKOK/IETOYHOTO paka B 06/macty 1eBoit roenn. OfHAKO clie-
nmdudeckas Tepanust 6blIa MpepBaHa 13-3a IPUCOENVHEHNS
GaKTepraIbHOI VHEKIVN, Pa3BUTHSI BBIPAKEHHON CTPUK-
TYpBI IuieBoza (mycdarns 3-4-11 cTerneHn), 06yCIOBIEHHON
OCHOBHBIM 320071€BaHIEM, BO3HMKHOBEHMEM I1aTOJIOTMIECKOTO
Tepeioma sieBoit 6orpiebeprioBoit kocty. Ha oHe mepepbisa
B JTe9eHNMM 3a(pUKCHPOBAHBI OTPUIIATEIbHAS IMHAMIKA B BUJIE
YBeMYeHNsT pa3MepPOB OIyXOIN I TIOsIB/IEHIE HOBOTO HOf0-
3PUTEIBHOTO BHYTPUKOKHOTO 0Yara B 00/1aCTH IPABOII CTOIIBL
(KoHTpanmatepanbHas cTopoHa). Ha oCHOBaHMM CaHMTapHBIX
TIOKA3aHWIT IIPMHSATO PellieHNe BbIIIOTHNUTD aMITy TALIIO JIEBOIL
HIDKHelT KOHEYHOCTH Ha YPOBHE [IIICT/IbHOI TPETI 1eBOro befpa
C TepaneBTNYECKOIT [TAX0BO-OepeHHOI MMaieHIKTOMMeEI
CJIeBa v1 GHOTICHET 13BeHHOTO fedheKTa B 06/IaCTI IPABOI CTOIIBL.
ITo ;aHHBIM [UCTONIOTMYECKOTO UCCIIE[OBAHNS, B KOHITIOMEpATe
mM(OY3TIOB U3 JIEBOIL TAX0BOIT 067IACT BBIAB/IEHBI METACTA3BL
IVIOCKOK/IETOYHOTO OPOTOBEBAIOLIIEro PaKa. Pesybrarsl ncce-
JIOBaHys OMOITATA, IOTTYIEHHOTO 13 SI3BEHHOTO AedeKTa Ipa-
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Puc. 4. Pezpecc onyxonesozo ouaza 6 obnacmu npaeoti cimonwt

Boit cromsy, mopTBepawm ITKPK (G3). ITonyuentslie gaHHbIE
HOCTTY>KV/IV OCHOBAHIEM /TSI BBITIOJIHEHIST VICCEYeHNs OYara
KapIIMHOMbI KOXXV TTPaBOJ CTOIIBI C INTACTUKOM PaCIIieIIeHHbIM
ayTOTPAHCIUIAHTATOM.

IocreoneparoHHblI1 IePUOJ, — 6€3 OCTIOXKHEHMNIT, PaHa 3aXIIA
C TIOTTHBIM IIPYDKUB/ICHNEM TPAHCIVIAHTATA, TUCTONOTMYIECKOe
JICCTIeOBaHMe He BBLABIIO OITYXO/IY B KPasX Pe3eKIMIL
Crrycrst Tpu MecAIla IYarHOCTVMPOBaH JIOKA/IbHbII PelyifiviB
Ha KO>XKe IPaBOIl CTOIIBI B 30HEe OefpeHHBbIX TNMMQOY3I0B
cresa. C y4eToM HpOrpeccHpoBaHIs OIIyXO/IEeBOTO IIPOLiecca
¥ [JOCTUTHYTOTO PaHee TepaneBTNIecKoro adpexra IpuHITO
pellieHNe 0 PEVHAYKIM TepaImy LeTykcuMabom. CyMMapHO
HPOBEJIEHO ellle IecTb BBEeHMIT LieTykcuMaba. OcmoXxHe-
Hust (KOXXHas! TOKCMYHOCTD 3-11 CTeIleH M, TeHepaIi30BaHHbIi
MH(EKIMOHHbIII IIPOLIeCC, UHPUIMPOBaHIUE IOPT-CUCTEMbI)
TpebOBaN PETy/IPHOIO YBE/IIIeHNs IHTEPBAIa MEXAY Kyp-
camu. B pesynbrate ocTUTHYT 3 deKT B BUie CTabMmM3anym
OITyXO7IeBOTO TIpoLiecca B OepeHHOIT 06/1acTy CrieBa 1 TIOTHBII
perpecc ouara B 30He TIpaBOii CTOMBI (puc. 4).

BriocieicTBiu 6L Yfja/IeH OIyXO/IeBbIiT KOHIIOMEPAT [AX0BO-
GenpeHHOIT 0671acTy crieBa (MOP(OIOTMIeCK — BEPPYKO3HBIIL
ITKPK, omyxoneBble KIeTKI B KPasX pe3eKLI 110 BEPTUKAIN).
KonTponbHoe 06¢reoBaHe IIoKasano CTabuIn3aliio Ipo-
necca. B cuny Tspkernbix TokcmdyecKux 9 ¢dexToB Ha (oHe
creruuIecKoil Tepamny U OTCYTCTBIS HAHHBIX 00 aKTUB-
HOM OIIyXO/IEBOM ITPOLjecce MAI[IeHTKa GbIIa OCTaB/IeHa IIOf,
IMHAMMYECKVM HabmofeHneM. B HacTosmee BpeMs cpok
HaO/TIOTIeHNS COCTABIISACT LIECTb MeCALEB.

Knunuvecknii cnyvait 3

JKenumna, 27 net, ¢ PIIB3 (reHepani30oBaHHbII HOATHIL, TKe-
7as cTeneHb ¢ MyTanyeii B reie COL7) u Bepyu¢uupoBaHHO

OHKONOT U, remaTonoria 1 paavonorua

KNMHNUeCKkaa npakTuka

Puc. 5. IInockoknemounviii pax koxcu 3a0Heii nogepxHocmu
weu u cnunvl Ha PoHe Gynne3Hozo snudepmonusa

IJIOCKOK/IETOYHOJ KapLMHOMO¥ KoKy ciiHbL. Co C7I0B narm-
€HTKJ, B TeYeHYIe YETHIPEX MECSLEB €€ GECIIOKOSIT TUTENBHO
Hes3aXMBaKOIIIVe I3BEHHbIE Ie(eKThI KOXI B MeKIIOATOTHOI!
obmacTyt 1 HDKHel! Tpetn men (puc. 5).

BbInonHeHa GMOICKS MOJO3PUTENBHBIX YIACTKOB KOXKIL.
JnarnocTrpoBaHa NCeBOKapIMHOMATO3HAs IUIEPIUIasna
MHOTOC/IOHOTO IIJIOCKOTO SIUTENNSA, B KPAsAX Pe3EeKIN Ofyi-
HOYHBIE KJIeTKY IIOfJ03PUTENbHbI B OTHOIIEHVY BHICOKO V-
(epeHIMPOBaHHOTO ITIOCKOK/IETOYHOTO paKa. [JaHHbIe KOM-
IVIEKCHOTO 00C/Te[OBAHIIS ONTBEPAVIIN TOIbKO 00Pa30BaHs
BBIIIEOIVICAHHOM TOKamu3anyi. JIaHHBIX O METaCTaTNYECKOM
HOPaKEHUM He TIOTTy9EHO.

C y4eToM JI0Ka/I30BaHHOTO XapaKTepa HeOIIacTUIECKOTO
Tpotiecca ObII0 IPUHITO PellieHNe O BBITOTHEHNI OTIepaTHB-
HOTO 9Tara ledeH st B 00beMe IIMPOKOTO ICCeUeH s OIIyXOMN
KOYKII MEKJTOTIATOYHOI 00/IACTI C IIACTHKOI! [IePeMeIl}eHHBIMI
NocKyTamMy Koxxu. ITocieonepalyioHHOe TUCTONIOTMYECKOe MC-
C/IefioBaHye MOTBEPHVIIO YMePeHHO M depeHIPOBaHHBII
ITKPK ¢ no/moX1TeNbHbIM TOPU30HTAIbHBIM KPAeM PE3EKIIMIL.
OOyt COMATIYECKMIT CTATYC M OTCYTCTBIIE TAPLETHOIO 0Yara
VLI TepaIyy IOTpeGOBaIM FUHAMIYECKOTO HAOIOEH IS,
Bckope 6bUT BBIABIIEH U HOATBEP>K/IeH MOP(OIOTMYECK C IO-
MOLIIbI0 MYIBTU(OKYCHOI MaHY-OVOICHY PELUANB B IOCTIe-

Puc. 6. Cocmosnue nocne xupypzuueckozo nexenus. Pemuccus
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Puc. 7. IInockoxnemounvlil pax Koxcu 201eHOCHONHO20
cycmasa na gpone Oynne3nozo snudepmonusa

OIepaIOHHOI 06/1acT. BBIIOMTHEHO pajiuiKaIbHOE HCCEUeH e,
B Hacrosiee BpemMsA ManyeHTKa HAXOIUTCA 07, JMHAMIYe-
CKMM Hab/IofieH1ieM OHKOJIOTOB, B Te4eHNe TOfla COXPaHAeTCS
pemucens (puc. 6).

Knunnyeckuin cnyvain 4

My>xauHa, 35 j1eT, 06paTHICs 3a CeLyaIM31POBAHHO T10-
MOIIIBIO 110 TIOBOAY A/IMTENbHO HEe3aKMBAOIIETO A3BEHHOTO
Hedexra B 0671aCTH IPABOTO TOMIEHOCTOITHOTO CYCTaBa. JlaHHBbII
npotiecc Bo3HVK Ha (one PIIBO (cpefHsis cTemeHb TsHKeCTH
¢ myTanueii 8 rene COL7) (puc. 7).

ITpy ocMOTpe BBIABIIEH A3BEHHBII eheKT KOXIL, 3aHUMABIIINIT
HPaKTIYECKH BCIO 06/IACTD IIPaBOTO FOJICHOCTOITHOTO CYCTaBa.
BoimonHena 6uoncus obpasopanus, guarHoctyposat [IKPK.
KommiekcHoe 06cieioBaHye MOATBEPANIIO OTCY TCTBHUE IIOpa-
JKEHV TO/IEHOCTOIHOTO CYCTaBa, CYyXOXIINit ¥ KocTelt. [lan-
HBIX O PETVIOHAPHBIX VI OTHA/IeHHBIX METACTA3aX He IIOTYYeHO.
BriocencTBYMM BBIIIOTHEHO MIMPOKOE VICCEUeHNe OIyXO/IN
HPaBOVI TO/IEH B IIpefie/iaX 3TOPOBBIX TKaHelt 6e3 IIaCTUKN
medexra. COINacHO AaHHBIM [OCTIEONEPALIVIOHHOTO MOPdo-
JIOTMY€CKOTO 3aK/II0YEHS, OllepPaTNBHOE BMEIIATETbCTBO BbI-
HIOJTHEHO pafINKa/IbHO. PaHa 3ax11/1a BTOPUYHBIM HATsDKEHN-
eM. [TanmeHT HaXOMUTCA MON AMHAMITIECKUM HaO/IofleHIeM
(B HacTosIIIee BpeMs — YeThIPE MECALIA, JAHHBIX O JIOK/IbHOM
peLuanBe HeT).

06¢cyxpaeHne

K coxxarenmto, mpo67emMa IIOCKOK/IETOYHO KapIIMHOMBI KOXXI
npu b3 He pellieHa, OTCYTCTBYIOT YETKIIE aTOPUTMBbI TEPATINIA,
Ppe3ynbTaThl JiedeHNA KpaliHe Hey TelNTeNbHBL.

Cumamy My/IBTUAVCLVTUIHAPHON KOMAHBI ObIIO IIPOTIEYEHO
YeTBepo NanyeHToB, crpasaBumx [IKPK Ha done puctpodu-
geckoit popmbl BO. [TprxoauTcs KOHCTATUPOBATD, YTO HE BO
BCeX CIy4asx 6bUT JOCTUTHYT ycreX. ITariueHTsl, 06paTyBIIecs
32 IIOMOLIBIO C y>Ke IMCCEMIHVPOBAaHHBIM OITyXO/IEBBIM IIPO-
LIeCCOM, TIPOEMOHCTPUPOBA/IN KpaliHe HUSKME PE3y/IbTaThl
Jle4eH A, HeCMOTPA Ha MY/ILTUMOJIa/TbHbII IOJXO], C UCIIONb-
30BaHMEM XVMMOTEPAIUY 1 61ONOrIIecKy 060CHOBaHHOIM
TapreTHO! Tepanuy, MHOTOKPATHBIX OIEPaTMBHBIX BMellla-
TENTbCTB, & TAKXKE KOMIIIEKCHOJ COITPOBOJIUTENLHON TEPAIIA.
Heo6xomyMo OTMeTHTD, YTO TaKyie HeyfOB/IeTBOPUTEIbHbIE
Pe3y/IbTaThI TedeH A 06YCIOBIIEHBI He TOMBKO PacIpoCTpaHe-

HIeM OITyXO/IEBOTO IIPOLIECCa, HO VI TSDKECTDIO TedeHNst OyI-
JIE3HOTO SINEPMOIN33a, YTO B COYETAHNN C TOKCUIECKIMI
a(deKTaMy 3HAYUTETLHO OCTIOXKHSTIO POBE/IEHNE /IeKBaTHOM
CHCTeMHOV IIPOTUBOOITYXOJIEBOI! TepaIINIL 113-32 HEBO3MOYXKHO-
CTY COOTIOfEHIIS CTAHAPTHOTO MHTEPBA/IA MK/ LIMK/IAMI
Y HEOOXOIMIMOCTI e3CKA/IALNI 103 IIPETAPATOB.

Kax y>xe oT™Mevanoch, B HacTosee BpeMs OTCYTCTBYIOT 00-
LIeNTPUHATbIE peKOMeHAalMu 1o cucTemHoit Tepany [TKPK
pu B3 [4]. BonpumHCTBO Ty6OIMKaIyit OrpaHNYeHbI IeMOH-
CTpanyeli OT/eTbHBIX KIMHNYECKMX CTy9aeB VIV Cepyeli Ha-
O/IrofieHIIT, KITMHIYEeCKIe MICCIEOBAHNS B JAHHOI 00/1acTi
He OIy0/MKOBaHbI [5-8].

Omnpit teernst [TIKPK B 0611iest momy/Amym mokasarn, 4to Mak-
CHMaJIbHASA IIPOTHBOOIYX0/IeBas 3K TUBHOCTb JOCTUTACTCS
Ha (hoHe puMeHeH st KOMOMHMPOBAHHOI IUTOCTATNYECKON
TepaIy B COYeTaHUY C MHTUOUTOPaMy KOHTPOJIBHBIX TOYEK
VIV QHTarOHMCTOB PELleNITOpa SMUAePManbHOTO GaKTopa
pocta [9]. Mex/y TeM UCIIONb30BaHMe CTAHAAPTHBIX CXeM
HOMMXMMMOTEPAIIy JijIs IALMEHTOB ¢ b3 conpsixeHo ¢ kpaliHe
BBICOKVIM yPOBHEM TOKCIYIHOCTI V1 TpebyeT MORV(UKALINN 03
¥ IIPYIMEHEHVIA /IbTePHATUBHBIX OMONIOTMYeCKYIX OAXONOB [4].
JlaHHBIE TMTEPATYPhI CBUJETENLCTBYIOT O IOTEHLMAIbHOM
3 PEeKTUBHOCTI 1 YHOBIETBOPUTEILHOI EePEHOCHMOCTH aH-
TArOHICTA PeLIeNITOPa SIIIEPMaIbHOTO (haKTOpa pocTa Ipe-
Iapara eTykcumab. B HacTosIee BpeMst ONTUMYICTIIHBIMI
ABJIAI0TCS pe3ynbTaThl 11 dasel uccnenoBanys apdexTMBHOCTI
Teparu HepesexTabenbHbix popm ITKPK nemummimabom —
MOHOK/IOHa/IbHBIM aHTUTETIOM, MHI161TOopoM PD-1. CornacHo
JIAHHBIM CHCTeMaTn4eckoro o63opa S. Keeping 1 coaBr., omy-
6/mKoBaHHOrO B 2020 ., eMUITIIMA6 MMeeT IPENMYILECTBO
Tiepef CYIeCTBYIOLIMMY PEeKMMaMU JIeYeHIA 10 TOKa3aTerio
o011eit BboKMBaeMoctu [10].

K coxanennto, B cmy4ae pacpocrtpanersoro [IKPK npotuso-
OITyXO7IeBbIe MEPOIIPYATILA HAIIPAB/IeHbI Ha YTy 4IIeHNe KadecT-
B )KM3HY [ALIMIEHTOB I B GOTIBLIIHCTBE CTy4aeB SIB/IIOTCS Tl
NUATVBHBIMU. [IiaMeTpabHO HPOTUBONONIOKHbIE Pe3y/IbTaThl
MMeIOT MecTo B cy4ae obHapysxeHus IIKPK Ha paHHeit craguy,
KOIJja MOYKHO M30€KaTh He TO/IbKO KajledalllyX OlepaLiiif, Ho
¥ TOKCHYHOCTY CIIEU(ITIeCcKOro tedeHs1. besycoBHo, Heob-
XOIVIMO IIPOJIO/DKAT ITOVCK HOBBIX TePANeBTIYECKIIX areHTOB,
3(peKTUBHBIX ITPY METACTATNYECKOiT KapIHOMe KOXIL. [Tpu
3TOM Ba>KHO [TOMHMTb, YTO Harbo/Iee aKTyanbHbIM CIIOCOO0M
60pPBOBI C OITYXOTIBIO SIB/ISIETCS €€ PAHHSIA [MATHOCTUKA.
3uanne ocoberHocreit Teverns [IKPK na dore B3 mosso-
JIAET OIPEfieUTh YACTOTY 00C/IEOBAHN U CBOEBPEMEHHO
HOCTaBUTh AMArHo3. YacToTa BCTPEYaeMOCTH paKa KOXKI
HAIpAMYIO 3aBICUT OT TsDKecTH TedeHnA b3, moatomy mpu
muctpoduyeckoit popme ITIKPK moxer manubectnpoBarb
yXe B Z€TCKOM M IOffPOCTKOBOM BO3pacTe. BriocnencTenu
PYICK BO3HVIKHOBEHS OIyXOJIY YBE/IMYMBALTCS, JOCTUTAs 67,
80 1 90% k 30, 45 u 55 romaM COOTBETCTBEHHO, i CTAHOBUT-
s OfIHOIL 13 OCHOBHBIX IIPMYVH CMePTH B JAHHOI! TPYIIIIe
6ombHbIx. [Tpu gpyrux gopmax 6y/IIesHOro SMmAepMonnsa
KapIHOMa Ko BcTpedaercs B 10% cmydaes [1, 3].
YuuThIBas CTONb BHICOKMII PYCK BOSHUKHOBEHMA KOXKHON
HEOIUIA3MH, ALMEHTDI JO/DKHBI PETy/PHO IIPOXOANTD JVIC-
HMaHCepHOe HAOMOfeH e y lepMarTosiora 1 oHKosora. [1pu
BBISIB/IEHNI HIOJO3PUTE/IBHBIX YIACTKOB KOXI HEOOXOMMMO
BBIIIOTHUTB OVOIICHIO C BK/TIOYEHIEM B MaTepuas IyboKux
c710eB (FoIycKaeTcsi OMOICHS M3 HECKOIBKIIX MECT) C IUCTO-

JddexTBHaA dapmakoTepanua. 11/2021



JIOTMYECKNM MCCIENOBaHMEM IIOTy9I€HHOI0 MaTepyaia. B cny-
qae IOATBEPKIEHVIA 37TOKaY€CTBEHHOCTH OITyXO/IM IIOKa3aHO
MYIbTUIVCIUITIMHAPHOE O6CY)K,T.ICHI/I6 C LIE/IbIO OITPENECICHIIA
naaneﬁmeﬁ TaKTVKM JIEIEHNA B KOKIIOM KOHKPETHOM CITy4ae.

3aKnioueHue

Tonbko cBoeBpemenHas fuarHoctuka [IKPK obecrmeunsa-
€T XOpOLINII IPOTHO3 /IS KU3HU U 3[I0POBbs NMaIVIeHTOB

Nutepatypa

KNMHNYeCKkaa npakTuka

¢ B3. JleueHne e pacipocTpaHeHHBIX GOPM paKa KOXI 3a-
YacTyI0 OKa3bIBaeTcs HeapdeKTuBHBIM. [ToaToMy KpaiiHe
Ba)KEH aJIeKBaTHBIIl yPOBEHb OHKOHACTOPOXEHHOCTH KaK
cpeny Me[UIIMHCKOrO MepCOHaa, TaK U CaMMX IAlIeHTOB.
HamHbIe nccnegoBaHnit 3(peKTMBHOCTI COBPEMEHHOI UMMY-
HoTepary Ipy HepesekTabenbHbIx popmax ITKPK Beeraior
ontuMusM. VccnenoBanys B 9T0il 06/1aCTY JOKHBI ObITH
HPOJO/DKEHBIL.
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Epidermolysis bullosa (EB) is a hereditary, heterogeneous group of rare genetic dermatoses characterized by the skin
and mucous membranes fragility. One of the most severe forms of the disease is dystrophic EB, the severity of which

is due to the generalized nature of the lesion of the skin and mucous membranes of internal organs. In the absence

of pathogenetic treatment of EB, multidisciplinary care is aimed at minimizing the risk of progression of skin lesions,
relieving symptoms and specific complications. One of the most dangerous complications of EB is the early development
of squamous cell skin cancer (SCC), which is especially characteristic for patients with dystrophic form. There are no
generally accepted recommendations for the systemic therapy of SCC in EB, as well as clear evidence of the cytotoxic
drugs clinical effectiveness in the treatment of this group of patients. The presented in the article experience of treatment
of both localized and widespread forms of SCC in patients with dystrophic form of EB shows the possibilities

of the surgical approach and the systemic therapy effectiveness. Of course, any experience in the treatment

of a malignant tumor with such a severe orphan disease is of great value and can help in the selection of the most

effective treatment tactics in the future.
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