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I1710CKOKJIETOYHBIN PAaK KOKHM Yy 00JBbHBIX peleCcCHBHbIM
AucTpoduyeckuM Oy/JIe3HBIM 3MUACPMOJIU30M: CJIYy4YaW C arpecCMBHBIM
Te4eHHueM HOBOOOPA30BaAHUS

DIBY «locymapcTBeHHbIM Hay4HbIM LeHTp AepmaToseHeponorns M3 P®, Mockea

PeueccuBnblii auctpoduyeckuii Oynie3HbIH
3MHUAEPMOIN3 — opdaHHOEe HACIEICTBEHHOE 3a-
0osieBaHNe KOXKHM, OOYCJIOBJIeHHOe MYTAUMAMH
B reie COL7A1, xomumpyrwomem koJuiaren VII
THNIAa — OCHOBHOH 0eJ0OK SIKOPHBIX (uOpUILI,
o0ecreyMBalOIIMX MOAAEP:KAaHHE CBA3H JMHUAEp-
MHCa W JAepMbl. XapaKTepHbIi KJIMHUYeCKHH
NPHU3HAK pelecCHBHOrO AucTpoduyeckoro 0Oyi-
JIE3HOTO JMHUAEPMOJIN3A — JUINTEIBHO He3aKH-
BalOIlHe PaHbl, HA MecTe KOTOPBIX pa3BUBaeTCs
IVIOCKOKJIETOYHbIH pak Koxku. Iliockokierou-
HBbIl pPaK KOKH NPH pPelHeccCHBHOM IMCTPO(u-
YyeckoM OyJJIE3HOM 3MNHIepMoJInu3e XapaKTepH-
3yercsi MaHudecTanueii B MOJIOIOM BO3pacre,
arpecCMBHbIM Te4YeHHEM, OBICTPHIM POCTOM H
paHHell cMepTHOCTHI. B crarbe mnpencrasiie-
HO KJIMHHYECKoe Ha0aioneHue 2 0O0JNbHBIX IJIO-
CKOKJICTOYHBIM PAaKOM KOXKH, Pa3BHBIIEMCS HA
(¢one peueccuBHOro gucTpouyeckoro OyJIe3-
HOTO 3MHAEPMOJIH3a.

KiroueBble cji0Ba: BpPOXKIEHHbINH OyJuIe3HbII
3MUIEPMOJIN3, IVIOCKOKJIETOYHBIN paKk KOXKH, pe-
HeCcCMBHbIH aucrpoduyeckuil Oy/JIe3HbIH 3MU-
AepMOJIN3, JJINTEJbHO He3a:KMBaloIie PaHbI

Beenenue
PetleccuBnbIii  gucTpoduyeckuii  OyIIe3HBIN
snunepmonns (PIBD) — opdannoe HacnencTBeH-

HOe 3a0o0JieBaHUE KOXKH, OOYCJIOBJICHHOE MYyTallusi-
mu reHa COL7A1, xomupyromero OSlOK KoJUlareH
VII tTuna — ocHOBHOTO Oelika SIKOPHBIX (HUOPHILIL,
00ecreunBalOIuX TOIACPKAHNE CBS3H SIHICPMHU-
ca u gepmbl [1-3]. B ycnoBusix HemocTaTka KoJj-
gareHa VII Tuma cBsI3p MEXIy SNUACPMHUCOM H
JepMoil ocnmabeBaeT M Aake MPH HE3HAYUTEITHHOM
MEXaHMYECKOM BO3JCHCTBUHM BIHUICPMHUC OTCIIAH-
BaeTCs, YTO OMpeAesieT KIWHUYECKYI0 KapTHHY
3a00NeBaHMs: BO3HUKHOBEHHE (OOBIYHO C PpOXK-
JICHUsT WIK B MIIaJICHYECKOM BO3pacTe) My3bIpeH,
MOSIBIISTFOIIXCS TTOCJIE MEXaHUYEeCKUX TPaBM KOXKH
U CIU3UCTHIX 000JI0YEeK, U (OPMUPOBAHHE Ha HX
MeCTe IUTENbHO HE3KWBAIOIIUX SPO3WHA W A3B.
Hapymenuss B kaxmoil u3 ¢a3 mporecca 3axHB-
JeHusl paH (BocmajieHue, mponudeparnust KIeToK ¢
o0pa3oBaHMeM HOBOW TKaHU M PEMOJIEINPOBAHUS)
NPUBOJAT K JUIMTEILHOMY CYLIECTBOBAHUIO Jc(eK-

TOB KOoXH y OonbHbIX PJIBD m obOpasomanue pyo-
1moB [4-8]. Kpas mmTensHO HE3aXKUBAIOIIUX 3PO-
3Wid, 3B U PyOLIOB — THIIMYHBIE MECTA Pa3BUTHS
tockoksieToyHoro paka koxu (ITIKPK) y GompHBIX
PJIBD. Oco6ennoctrio [IKPK y 6onbubix P/IBD sB-
JI€TCSl €ro pa3BUTHE y AETEH U MOJIOABIX JIOAEH,
HauuHas ¢ Bo3pacta 12 ner [9]. CormacHO JaHHBIM
HanuonansHoro perucrpa BpOXICHHOTO OyIies-
Horo osmumepmonm3a CIIA KyMyasSaTUBHBEIN pPHCK
BO3HUKHOBEHHs XOTS Obl omHoro odara [IKPK y
MAIUEHTOB C TSOKEIBIM TeHepaan3oBaHHBIM PJ[BD
YBEJIMYUBAETCA C BO3PACTOM, COCTaBIsIsA 67,8% yxke
K 35 romam u gocturas 90,1% k 55 romam [10].
B 10 xe Bpemsa puck pazsutus [IKPK B momysns-
LUK JTOCTUTAEeT CBOEro MakcumyMma mocie 60 Jer,
cpemHUN BO3pacT 3ab0ieBImMX BapeupyeT oT 60 10
70 ner [11-14]. B omnuuue OoT momyniluH, TAE B
6onpmmHCcTBe Habmonenuit [IKPK nmeet xopormwmii
MIPOTHO3 TPY YCJIOBUW paHHEH JUArHOCTHKH W Iie-
YeHHs TOJIHBIM XHUPYPrU4ecKuM ucceueHuem [14],
y 6ompaBIX PJIBD IIKPK xapakrepusyercs: KpaiiHe
arpeccuBHbiM TedeHueM [15]. MupasusHbiil [TKPK
SBIISIETCSI OCHOBHOW TNPHUYMHOM CMEpPTH OOJIBHBIX
PIIBED.
[MpuBoauM Hamu HaOIIONCHUS.

Kiannnyeckne HaOII00eHUS

Knunuueckoe nabnooenue Nol

Bomenas C., 32 ner, Haxogwiach IOA HaOIIO-
JICHUEM B OTJCIICHUU KIMHUYECKOW EePMAaTOJIOTHH
OI'BY «'HUJK» Munszgpasa Poccuu B mae 2017
I. C JUArHO30M TSKEJIOT0 TeHEePaTu30BaHHOTO IO-
tuna PJIBD ¢ ’xamobamMu Ha BEICHIIAHUS Ha CIIU3H-
CTOH 000JIOUKE TMOJOCTU PTa, MHUIICBO/AA, HA KOXKE
TYJOBHINA, BEPXHUX W HIDKHUX KOHEYHOCTEH, CO-
MIPOBOXKAAIOIINECS BBIPAXKEHHON OO0JIe3HEHHOCTHIO
u jgurenbHo (Oomee 1 Mec.) CyHIECTBYIOIIMMHU
00pazoBaHUsAMH Ha KOXKE€ JICBOW TOJICHH W IIPABOM
cronbl. Ponunack ot 340poBbIX poautenei. Enun-
CTBEHHBEIN peOeHOK B ceMbe. llpm poxneHwHm Ha
KOXK€ THUIBHON MOBEPXHOCTU KHUCTEM M CTON HMe-
JUCh KpacHbe MATHA. B mocnemyromeM HaOmro-
JTAJIOCH TIOSIBIIGHUE Iy3BIPpE M DPO3WH Ha JPYTHUX
y4acTKax KOXKHOTO IIOKPOBa C TPUCOEAUHEHHUEM
MOPAKEHUS CIU3UCTON OOOJOYKH IOJOCTH pPTa H
MUIIEBO/Ia, KOHBIOHKTHBEHI IJ1a3 U MTOPaXeHUs 3y00B
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KapuecoM. Briceimanus BO3HUKAIM CIOHTAHHO WU
BCJIE/ICTBUE HE3HAYUTEIHHON MEXaHWYECKOW TpaB-
Mbl. B Bo3pacTe 10 0HOrO roja ycTaHOBJEH KIIHU-
HUYECKHUI TUArHO3 «BPOXKIECHHBIN OYIIIC3HBIN AITH-
JepMonu3y». Jlamee KOXKHBIM MPOLECC HENPEPBIBHO
nporpeccupoBai. OTMeyanuch NePUOIUIECKUe dITH-
307161 AUC(aruy B CBSA3H C MOPAKEHHEM CIH3UCTOMH
000JI0YKM THIIEBOAa M PYOLIOBHIMH CTPHUKTYpamu
B HEM. B CBA3M ¢ NOCTOSIHHBIM BO3HHKHOBEHHEM
MHOKECTBEHHBIX 3PO3UH M S3B y MalUEHTKU O0-
pa3zoBaJIMCh OOMIMPHBIE O4Yard pyOIoBoi arpodun,
YTO MpHBENO K (POPMUPOBAHUIO MUKPOCTOMHH, aH-
KWJIOITIOCHH, HCCBI[OCI/IHIIaKTI/UII/Iﬁ u CFI/IGaTeJILHI)IX
KOHTPaKTyp CYCTaBOB KHCT€H M CTON B BO3pPacTe

4-x JeT C 14-JI€TH€FO BO3pacTa Ha6JIIOHaIIaCI> XKe- Puc. 1. CHuxeHune akcnpeccun konnareHa VIl Tuna B 30He nepmMo-
: aNnaepmanbHoOro coeguHeHnst B 6uontaTte KOXu 60JIbHON TAXENbIM
J'IeSO,I[e(bI/II_II/ITHaH aHEMUs. reHepanunaoBaHHbiM PAB3 (yBenunyenue x200)

[uarno3s P/IbD mnoxareepknaeH pe3yasTaTaMu
UMMYHOQIFOOPECIIEHTHOIO aHTUI'€HHOIO KapTHpPO-
Banusi (MAK) Ouomnrara koXu, B KOTOPOM BBISIBIIE-
HO 3HAYUTEIILHOE CHIDKEHUE IKCIIPECCUH KOJIJIarcHa
VII Tuma B 30HE JEPMO-3IHJIECPMAIILHOIO COEIU-
HeHus. CBeueHue antuten kK komnareny VII tuma
OTIPEISISUIOCH BAOIB JIEPMATO-3ITHICPMAIILHOM Tpa-
HULIBI B BUJE KOPOTKHUX Y3KHUX OTPE3KOB, MECTa-
MU — TpaHyj], He (QOPMHPYIONUX HEIPEPHIBHYIO
monocy (puc. 1).

B okra6pe 2016 r. mamueHTKa OTMETHJIa Ha-
JUYME IJIUTENbHO HE3aKUBAIOLUX PaH Ha KOXKE B
oOacTu pa3rudarenbHON MOBEPXHOCTH JICBOH TolIe-
HU U MEIUATBHOTO Kpas MPaBOH CTOIHI (B TEUCHHE
7-8 mec.). ledekt B obnactu pazrudaTensHON IMO-
BEPXHOCTU JICBOW TOJICHU COMPOBOXKAAICS IEPUO-
TUYEeCKIMHA WHTCHCHBHBIMH OOJISIMH B TIOKO€, YCH-
JTUBAIOIIUMUCS MPHU JaBUKeHUU. JledekT B obnactu
MEIUATBHOTO Kpasi MPaBOM CTOMBI CYObCKTHBHBIMU
OIYHICHUSIMU HE CONpoBOXkiajics. B cBsa3u ¢ Ha-
JUYHEM JUIUTETHFHO HE3KHMBAIOIIUX 00pa30BaHMIA
Ha KO)K€ O00paTHIIach B KIMHUKO-AHATrHOCTUYECKUH
uentp OI'bY «'HLIAK» Munsnpasa Poccun.

Ilpu ocmoTpe KOXHBIA TpOIECC HOCHI pac-
NPOCTPAHCHHBIA XapakTep M JIOKAJU30BAJICS Ha
CIIU3HUCTOW 000JI0YKE IMOJIOCTH PTa, HA KOXKE IICH,
VIIHBIX PAKOBUH, TPYIW, MOSICHUYHOW 0OJACTH,
BEpXHUX W HWKHHMX KOHEYHOCTEH. BrIchimanus
NPEACTABICHbl E€IMHUYHBIMU Iy3BIPSIMU C BSUIOU
MOKPBIIIKON ¢ CEPO3HBIM, THOMHBIM U T€MOpparu-
YEeCKUM COACPKUMBIM nuameTpoM oT 0,5 mo 3,5
CM ¥ MHOXECTBEHHBIMHU 3PO3USIMHU HEMPABUIBHBIX
OUepTaHUN C YETKUMU IPAaHUIIAMH U pa3MepaMu OT
1x0,5 mo 5x10 cM, pacmomararoniuMucs B obOma-
CTH OOLIMPHBIX O4YaroB pyOIOBO¥ arpoduu (puc.
2). Ha moBepxXHOCTH HEKOTOPBIX JPO3WH, TIpe-
MMYIIECTBEHHO B MATOYHOW 00nacTu 00eHx CTo,
uMesIcs OOWJIbHBIM THOWHBIM sKccymar. Ha koxe
pasrubarenbHOl TOBEPXHOCTH JIEBOW TONEHH —
o0pa3oBaHUE OKPYDIBIX OYEPTAHWNA C YETKUMH .

TpaHULlaMH JUAMETPOM 3’5 CM, HE3HAYMUTEIbHO Puc. 3. Otjar M/IOCKOKNETOYHOTO paKa KOXM B o611acm
v pasrmﬁaTeanom NMOBEPXHOCTN JIEBOU roNneHn y 60/IbHON TAXENbIM
BO3BHIIIAIONIEECS HAJ YPOBHEM OKpYyXarollen FeHEPANM30BaHHbIM PIED

A

Puc. 2. Ouaru py6uoBOi aTpoduM Ha KOXE BEPXHUX N HUXKHUX
KOHEYHOCTEN Y NauMEeHTKN C TSXENbIM reHepanvu3oBaHHbiM POBS
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koxku. Ha moBepxHOCTH 00pa3oBaHUs — IUIOTHAsS
JKEJITOBAaTO-KOpHYHeBasi Kopka. Ilo mepudpepmn —
BEHUYMK runepemud. [Ipu mampnanum oyara oTMme-
Janach BeIpakeHHas Ooye3HeHHOCTH (puc. 3). Ha
KOKE B OOJNAacTh MEIMaNbHOTrO Kpasi MPaBOW CTOIIBI
00pa30oBaHHE HEMPABWIBHBIX OYEPTaHHH C YETKHMH
TpaHULIaMU Pa3MEPOM 2X3CM, BO3BBILIAIOIIEECS HaJ
YpOBHEM OKpyXatouux TkaHed (puc. 4). Ha moBepx-
HOCTH 00pa3oBaHMs MMEJCS TBOPOXKHCTHIA HAJIET C
JKETITOBAaTHIM OTTEHKOM, JIETKO OTTOPraloIuiics Mmpu
nockabiuBanuy. [Tpu mampnanmmu oOpa3oBaHUE MST-
KOJIACTUYHOM KOHCHUCTEHILIMH, Oe300i1e3HeHHOE. Y
OOJIBHOM BBISIBJICHBI MHKPOCTOMHUS, aHKUJIOIIOCCHS,
3apalleHne BeCTHOYISPHBIX CKIAIO0K, aHOHUXHU KH-
CTed U CTON, KOHTPAKTyphl CyCTaBOB KUCTEH U CTOIL.

B knmHMYECKOM aHanM3e KPOBH BBISBICHBI aHe-
musi: Hb — 8,9 r/an (mopma 13-16 1/mn), spu-
tporutel — 4,06 - 10'%/n (mopma 4-5 - 10'%/n), u
yBenuuenne COD — Oonee 97 mm/u.

KoHcynpramust TepareBTa: >kene3oieUInTHAS
aHemMust 1 cTemeHW, THIOXpPOMHAas. XPOHUYECKHI
ractput. HavyanpHas karapakta. AMOmMonus cia-
ool crenienn. BasomoTopHbI puHUT. MouekaMeH-
Hast Oosie3Hb. Cybarpoduueckuil hapuHTUT.

Puc. 4. Ouar nioCKOKNETOYHOro paka Koxu B 06nacTv MeavanbHOro
Kpasi NpaBoW CTOMbl Y BONbHOM TAXEeNbIM reHepann3oBaHHbiM POB3

B cBsa3u ¢ OJIATCJIBHOCTBIO CYHICCTBOBAHUA
HOBOOOpa3oBaHWI Ha KOXKE€ pa3rubarenbHON Mo-
BEPXHOCTH JICBOM TOJEHW M MEOUAIBLHOTO Kpas
[IpaBOi CTONBl M IIOJO3PEHHEM Ha MajUrHU3a-
LU0 TPOBEICHO THCTOJOTHMYECKOE HCCIeA0Ba-
Hue OumonTaToB M3 OOOMX OYAroB MHOPaXKECHHS,
[0 pe3yjibTaTaM KOTOPOTO BBISBICHBI (parMeH-
THl HW3BS3BICHHOW OIYXOJH, MpeACTaBICHHON
IIJIOCKUM D3IHUTEIHEM C BBIPAXEHHBIM aKaHTO-
30M, rumep- u napakeparo3oMm. CrtpaTuduxanus
CJI0€B HapyllleHa, OTMeuYaeTcsl KJIETOYHBIH I10-
nuMopdu3M ¢ yKpymHEHuUeM siaep, OasaibpHas
MeMOpaHa He mpocMaTpuBaeTcs. B omyxoneBbix
KOMIUIEKCAaX MMeJIach TEHIACHUUS K OPOTOBEHUIO
¢ GopMupoBaHUEM CTPYKTYp MO THUIY «POTOBBIX
XKeM4yKuH». KoMIekcsl omyxonau pacupocTpa-
HAIOTCS BO BCE€ CIIOM JEPMBI, B CTPOME BBIpa-
JKeHHas JuMQo-JIeHKonuTapHass HHPUIbTPALIHS.
l'ucronornyeckass KapTMHa COOTBETCTBOBAJA
BbICOKOIU(PPEepeHIIUPOBAHHOMY OpPOTOBEBAIOIIIC-
MYy IUIOCKOKJIETOYHOMY paky (puc. 5). Ha ocHo-
BaHUM [aHHBIX aHaMHe3a, KIMHHUYECKON KapTH-
HBl U 00cJieoBaHus OOJILHON OBLI YCTaHOBJICH
JMarHO3: TsXKebplil reHepanu3oBaHHbM PIABO.
BricokonuddepeHIupoBaHHBI OpOTOBEBAIOIIUN
IIJIOCKOKJIETOYHBIN PaK KOXHU.

B cBs3u ¢ BoisiBnennem [IKPK nanmenTka Oblia
HampaBiieHa K oOHKosory. llpoBemeHo xupypruue-
CKOE HCCEUCHHE O0OMX 3JI0Ka4eCTBEHHBIX HOBO-
oOpaszoBanuii. Uepe3 3 Mecsia mocjiae HCCEUCHHS
omyxoneil knuHudeckue mnpusHaku ITKPK orcyrt-
ctBoBasM (puc. 6). Uepes 8 MecsieB mocie npose-
JCHHOW omepanuu HaONIOAajcs PeLyIuB OILyXOJd
Ha KOXE JICBOW ToJieHUu (pucC. 7), B CBS3M C 4YeM
MAIMEeHTKa [OBTOPHO HANpaBiieHa K OHKOJIOTY JUIs
peleHns Bonpoca O AadbHEeHIIeld TaKTUKE BEACHUSI.
Co cIlOB MAalMEHTKH, MPOBECHA aMITyTaIHsl JIEBOU
HWDKHEH KOHEYHOCTH (MEOWLMHCKAs NOKyMEHTauus
HE MpeAoCTaBIcHA).

Puc. 5. Fuctonornyeckoe mccnenoBaHve GMONTATOB KOXWM M3 04aroB MOpaxeHus B o6nactn pasrnbdarenbHom
NOBEPXHOCTU NEBOMN roneHn (A) u MeamnanbHOro Kpas npaeoi cTonbl (B) y 60ibHOM TaXeNnbiM reHepannu3oBaHHbiM POBD
(yBennyeHne x100)
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Puc. 6. Ouaru yepes3 3 mec. nocne xmpyprudeckoro nccedenuns MNMKPK B obnactu megnanbHoro
Kpas NpaBoi cTonbl () 1 pasrnbaTenbHOV NOBEPXHOCTU NIeBOM roneHn (6)

Kaunuueckoe nabdnrooenue Ne2

bonbnas T., 31 roga, moctynuna B suBape 2018
I. B OTAeJieHue KIMHUu4eckoil aepmaronorun OI'BY
«HOJK» MunzagpaBa Poccun ¢ AMAarHo3oM «Tsi-
XKeTbli TeHepanu3oBanHbii PIIBD» ¢ xamnobamu Ha
BBICBHITIAaHUS Ha CIIM3UCTONW OOOJIOYKE TMOJOCTH PTa,
Ha KOXK€ BOJOCHCTOW YacTH TOJIOBHI, TYJIOBHIIA,
BEPXHUX W HIDKHUX KOHEYHOCTEH, COIPOBOXKIAIO-
1IMecs YMEPEHHBIM 3yI0OM U 00JIE€3HEHHOCTHIO; IJTH-
TEJILHO He3aKuBarolee 0OJIe3HEHHOE oOpa3oBaHHE
B 00JacTu MpaBoOil KUCTH.

Popunace ot 310poBBIX poauteneil. B cembe
IIBOE NeTell, MmanmueHTka — MIIaJIHAN peOeHOK.
Crapmas cectpa 3aoposa. Co cioB marepu my-
3BIpH TOSBUJINCH TPU POXKIACHUU U JOKAIHU30-
BaJINCh Ha KOXX€ OOKOBOW IOBEPXHOCTH CTOII.
Crnusucras o0oj04Ka MOJOCTH PTa M MHINEBOJA
TaKk)Xe NOpa)keHa ¢ NepBbIX AHEH xu3zHuU. [lua-
THO3 BPOXIEHHOTO OYJ/UIE3HOTO SIHACPMONIH3a
OB yCTaHOBJEH BpPaduOM-IE€pPMaTOBEHEPOIOTOM
cpasy nocie poxaeHus. Haxogunace mox Habmio-
JIEHHEeM Bpada-JepMaTOBEHEPOJiora 10 6-JIeTHEro
Bo3pacrta. [IpoBoguiace cuMmnroMarmdeckas Ha-
pyXHasg Tepanus. ['MCTONOTHYECKOE MOATBEPK-
nenne 1 UAK He mpoBoamnocs. B cBs3u ¢ mpo-
rpeccUpOBaHMEM Ipollecca ¢ 2-IeTHEro Bo3pacTa
HavyaJoch IMOCTENeHHOe (QopMUpoBaHUE pPyOIO-
BOW aJoNeNHnH, MUKPOCTOMHUH, AHKUJIOTIOCCHH,
CTPUKTYD NHIIEBOJAA, ICEBIOCUHIAKTUINNA KUCTE
u cromn ¢ popMupoBaHueM AedopManuy M0 TUITY
«KylnaykoBOW kucTtu» B Bo3pacte 10-12 mjer. C
6 ner mo 31 roma manmuMeHTKa B MEIUIIHMHCKHX
VUpeXKACHUSIX He Halmomanach W 3aHUMAalach
CaMOJIEYCHHUEM.

C 28 ner Ha KOXe TPaBOil KUCTW HAOIIONAIOCh
o0Opa3oBaHue SI3BEHHOTO Aedekra nuamerpoMm 1 cM,
KOTOPBHIA CO BpPEMEHEM YBEIMYHMBAJICS B pa3Mepe

r

Puc. 7. PeunamB nNnOCKOKNETOYHOrO
paka KoXu y 60SIbHOIN TsKeNbIM
reHepanuaoBaHHbiM POB3 yepes 8 mec.
nocne XMpyprmyeckoro MCCeYEeHUs onyxonu

C pacmpocTpaHEHWEM MOYTH Ha BCIO CruOaTemb-
HYIO TOBEPXHOCTb KHCTH. VI3HauanbHO SI3BEHHBIN
neekT CyObeKTHBHO COIPOBOXKIAICS yMEPEHHOMH
0O0JIe3HEHHOCThIO, KOTOPYIO MAallMEHTKa CaMOCTOf-
TEJIEHO KyNMHUPOBaJia IPUEMOM JIGKapPCTBEHHBIX IIpe-
MapaToB W3 TPYIIE HECTEPOUIHBIX ITPOTHBOBOCIIA-
nutenbHbIx npenapatoB (HIIBIT). CamocrtosrensHo
MPOBOJMIIA TIEPEBA3KH C TPUMEHEHHEM MapieBBIX
canderok yacroroii 1 pa3 B 5-7 nHeit. B mamb-
HeimeM OoJIeBOH CHHAPOM CTall MHTEHCUBHBIM H
He kynuposaiucs npuemom HIIBII. Becnokouna mo-
CTOsIHHAsi 00JIb B TIOKOE, KOTOpasl yCHJINBAJIach MpH
IBWKEHNN W WPpPaJUrpoBalia B IMPaBOE IUIEHO, B
CBSI3W € 4eM OojbHas oOpaTwiach B KIMHUKO-IUa-
rHocTraeckuit nieHTp ®I'bY «'HIJAK» Munznpa-
Ba Poccum.

[Ipn ocmoTpe KOXKHBIM Ipolecc HOCWI pac-
MPOCTPAHEHHBIM XapakTep ¢ NPEUMYIIECTBEHHOU
JOoKanu3anued Ha Ko)Ke BEPXHHX KOHEYHOCTEH,
CIIMHBI, ATOANIHOM oOnactu u 6enep. Brickimanus
ObUIM NPEICTaBICHBl MHOKECTBEHHBIMH Iy3BIPS-
MU C CCPO3HBIM, TEMOPPATrNYCCKUM HIIN THOWHBIM
CONEP)KUMBIM H 3PO3UBHO-A3BEHHBIMU JedeKTa-
MU, PAaclojaraloliuMUCcsi MPEUMYIIECTBEHHO B
ouarax pyoOmoBoit arpodum (puc. 8a). Ha nme
9PO3UH BU3YyalnH3UPOBAICA YMEPEHHBIH CEpPO3HO-
reMopparudyeckuii U THOWHBINH 3Kccynar. MuHu-
MaJbHBIA pasMep nedektoB cocrtasisia 0,4 cm B
JUaMeTpe W TOCTUTal MaKCHUMallbHO 17%2.5 cM B
sronndHoi obmactu (puc. 80). Ha xoxe mpaBoit
KHCTH BH3YaJU3UPOBAJICS OOIIMPHBIA 3PO3UBHO-
S3BEHHBIN NePeKT ¢ AK30QUTHBIMH pa3pacTaHH-
AMHM Ha moBepxHocTH. Ha nHe medekra mmenoch
OOHMIIBHOE KOJIMYECTBO TIeMOPPArMuecKoro 9JKc-
cynata. llo mepudepun HabmIOmANHUCh IIOTHBIC
THOWHBIE KOPKH KEJITOTO H >KEITO-KOPUYHEBOTO
nBera (puc. 9).
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Puc. 8. PybuoBas anoneuus (a) 1 MHOXECTBEHHbIE 9PO3UKN HA KOXE AroanyHoi obnactu (6) y 60nbHOM TsxenbiM reHepanu3oBaHHeiM PAB3

Puc. 9. Oyar niocKoKIETOYHOro paka KoXu B 0651acT NpaBoi KUCTU
y 60onbHOW TAXenbiM reHepann3oBaHHbIM PABD

B kiIMHMYECKOM aHaliu3e KPOBH BBISBICHA aHE-
mus: Hb — 5,6 r/mn (wopma 13-16 r/mn), spu-
tpouutel — 3,43 - 10'%/n (mopma 4-5 - 10'¥/x),

TpoMOOIIUTEL — 599 103/mMKn, yBenHueHME
COD — o6onee 60 mm/4. B o0mmem aHanuse Mo4uH
BBISIBIICHBI JieHKonUTH — 25-30 B monie 3peHws,

OakTepuu B 3HAYNTEIHHOM KOJIHYECTBE.

[IpoBeneHa koHCynbTaIUs Bpava-Tepanesra. [la-
IIMEHTKA PE3K0 CHIKEHHOTO muTanms. PocT 165 cMm.
Bec 37 kr. UMT=13,6 kr/m?. Jluartos: >xeine3oje-
q)HHI/ITHaSI aHEMUS TSKEIOU CTCIICHU, THUIIOXPOM-
Hasi; XPOHUYECKHH TacCTPUT B CTaIUH DPEMHUCCHUM;
MHQEKIUS MOYEBBIBOSIINX MTYTEH.

B cBs3u ¢ momospenuem Ha IIKPK maruenTka
OpLTa HampaBieHa K oHKonory. [IpoBenena Ononcus
00pa3oBaHus M3 oyara MOpakKEHHsI Ha KOXe MpaBon
KUCTH. B pesynbrare I'MCTONIOTHYECKOr0 HCCIIENo-
BaHMsI OOHapykeHbl (parMeHTsl PpuOpPO3HOI TKaHU
C WHBA3UBHBIM POCTOM IIJIOCKOKJIETOYHOIO paka ¢
oporoBerreM. Cnabo BeIpakeHHasl nepugokaIbHas
rucTuonuMponnTapHas HHOUIBTpAUs. YCTaHOB-
nen auarHo3 IIKPK. ITanueHTka oT manmpHemero
oOcnenoBanusi oTkazanack. Co CIOB pPOJACTBEHHH-
KOB, IAlIMEHTKa ObUIa HallpaBJeHa B XOCIIUC, Yepe3
2 Mec. KOHCTaTUPOBAaH JIETAIbHBIA HCXO.

Oo6cy:xneHue

VY HaOmogaBIIMXCS HAMH MAalHMEHTOK, C POXK-
neHus crpamaBmux PJIBD, TedeHwe 3aboieBaHUS
COIIPOBOXKIAIOCH (YOPMHUPOBAHHEM JUIMTEIILHO He-
3KUBAIONIAX JIe(EKTOB KOXKH, 04YaroB pyOIOBOH
arpodun, B mpenenax kotopsix pasBuwics I[IKPK.
B o6oux cnywasx oOpa3oBaHUSI MOSBUINCH B MO-
noaoM Bozpacte, 9yto THnudHO 1 PABD [1]. Or-
MeuaBIlIeecsl Yy OJHOM M3 MAlHEeHTOK yBEJIHMYCHHE
WHTEHCUBHOCTH Ooyieii B oOmact nedexra KOoXH
paccMaTpuBajoCh Kak NPU3HAK Pa3BUTHA 3JI0Kaye-
CTBEHHOTO HOBOOOpazoBaHust koxku [16, 17]. Uz-
BECTHBI TaKXE APYIHe NPHU3HAKH, KOTOPBIE MOTYT
yka3ath Ha passutue [IKPK y Gompubix PJIBD —
OBICTpBIIl POCT paHee JUINTENBHO CYIIeCTBOBABIIEH
SI3BBI, ee Oojpluasi IIyOuHa, M30BITOYHOCTH TpaHy-
JALMA, TPUIOAHATHIN BaJIMK MO KpasiM, HaJId4ne
o4aroB runepkeparosa [16].

Habnromaemoe Hamu arpeccHMBHOE TEYCHHE
[IKPK xapaxrepHo mis mamumentoB PIB3. YV on-
HOW M3 MalMeHTOK oOHapyxkeHbl nBa odara [IKPK,
Ha MECTE€ OJHOIO M3 KOTOPBIX IIOCJIE HCCEYCHHUS
pasBwicsi peuuauB. JleTanbHBIH HCXOH, KOHCTAaTH-
poBaHHBIM y mammeHTkd 31 roma, coracyercs ¢
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JMAHHBIMH HAIMOHAJILHOTO PETHUCTPa BPOXKIESHHOTO
oymreznoro smuaepmonusa CIIIA o kymynaTuBHOM
pucke cmeptu ot [IKPK y OGOJBHBIX TAKEIBIM Te-
HepanuzoBaHHBEIM PJIBD (57,2% x 35 romam u mo-
BeIIcHHEM 10 87,3% k 45 romam) [10]. ITommmo
arpeccuBHoro teuenus I[IKPK daxrtopom, ompene-
JSIOMIMM HEOJarompyusITHBI MPOTHO3 y OONBHBIX
PIBD, sBnsercs MmO3aHSS AUATHOCTHUKA 3a0ojeBa-
Hus [15]. JlanHble (hakTOpBl AWKTYIOT HEOOXOIH-
MOCTh TIIATEeNBHOro 00caenoBanus 6onbpHEIX PJIBD
C OCMOTPOM BCETO KOXKHOTO ITOKpOBa Kaxkaple 3-6
mec. ¢ 10-tu netHero Bo3pacta [16] ¢ nenbto pas-
Hero BeiiBIeHHsS ouaroB IIKPK, ompepensromero
3pPEKTUBHOCTh XUPYPrHUECKOTO HCCEUEHUS
OCHOBHOT'O METO/a JICYEHHUSI.

Crnoxaocts panHeidt muarnoctuku ITKPK y ma-
mueHToB ¢ P/IBD o0ycnoBieHa penkocThi0 caMoro
JIepMaro3a, HU3KOW OCBEOMIICHHOCTBIO JIepMaToBe-
HEPOJIOTOB W Bpayeil IpyTrux CIeNUualibHOCTEH 00
0COOCHHOCTSIX TEUECHUS M OCIOXHEHHsIX 3a0oleBa-
aus [18]. Huskas oOpamraemocts OonmbHBEIX BBO
3a MeIUUMHCKON momomibio [18, 19], uto mpone-
MOHCTPHPOBAHO HAa NpPHUMEpPE HaIIeH MalUueHTKH,
KOTOpasi ¢ 6-TIETHEro BO3pacTa He HaOIonanach B
MEIUITMHCKUAX VIPEKACHIIX, TaKXKE MPEISTCTBYET
cBoeBpeMeHHOM auarHoctuke IIKPK. [Jononnu-
TENBHBIMU (PAKTOPaMH, 3aTPYJAHSIOIIUMHU JIUATHO-
CTHKY, SIBISIOTCS HAaJWMYUEe MHOKECTBEHHBIX XpO-
HUYecKkuX paH y OombHbIX PIIBD n cxoxkects ux
KIMHAYeCKuX TposieiieHuit ¢ ogaramu [IKPK [16].
Kpome Toro, mpu mpoBeneHHH MOP(OIOTHIECKOTO
uccnenoBanust TpynHo auddepenmuposats [TKPK
OT TPaHYIALMOHHON TKaHW WM TICEBIOAHTEIHO-
MAaTO3HOM THNEPIUIA3UH, B CBSA3H C YEM PEKOMEHIY-
eTcs IpoBeieHNe ONOTICHY M3 HECKOJBKUX YYaCTKOB
oyara IMOpPa)KeHUsl, MOJJO3PUTEIILHOTO B OTHOIICHUH
Manurauzanuu [16].

3aKkjoueHue

Takum 00pa3oM, U3MEHEHHUS B MUAEPMUCE U JIEP-
Me, npoucxonsume y 6onsHbIx PIIBD B ycinoBusix He-
JIOCTaTKa WA OTCYTCTBUSI MPOAYKIMH KojutareHa VII
THra, ciocooctByrot pazsututo [IKPK. Hammm mabimo-
JIEHUs] IEMOHCTPUPYIOT paHHEe Hayajlo U arpeccHs-
Hoe Teuenue [IKPK y GompabIx PIIBD, mpuBomsmice
K CMEpTH B MOJIOJOM Bo3pacTe. Bbricokuii puck BO3-
uaukaoBeHHA [IKPK B mMomomom Bo3pacTe y OONBHBIX
PIIBD TpelbyeT MOBBIIEHHOTO BHUMAHUS, TILATEIbHO-
ro o0cCleoBaHUS M MYJIBTHIMCIMIUIMHAPHOTO B3au-
MOJZICHCTBHSl IEpMaTOBEHEPOJIOTOB, OHKOJIOTOB U Bpa-
4yell Apyrux CHeluaabHOCTEH.

Konghnuxm unmepecos

Aemopul 3as6n810m 06 OMCYmMCmeuy KOHQIUK-
ma uHmepecos.

Dunancupoganue

Cmamus He umena CNOHCOPCKOU NOOOEPIICKU.
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A case report of aggressive squamous
cell carcinoma in patients with recessive
dystrophic epidermolysis bullosa

State Research Center of Dermatovenereology
and Cosmetology, Ministry of Health of the Russian
Federation

Recessive dystrophic epidermolysis bullosa (RDEB) is an
orphan genetic skin disease which is caused by mutations in
COL7A1 gene. COL7A1 encodes collagen VII — a major
component of anchoring fibrils which sustain the dermal-
epidermal junction. Non-healing wounds typically are presented
in patients with RDEB. They predispose cutaneous squamous
cell carcinoma (SCC) development. RDEB-associated SCC is
a rapidly growing tumor of aggressive nature which generally
arises at young age and results in early mortality. This article
reports 2 patients with RDEB-associated SCCs.

Key words: Inherited epidermolysis bullosa, squamous cell
carcinoma, recessive dystrophic epidermolysis bullosa, non-
healing wounds





