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0O6ocHoBaHHne. CuHapom Knunnens — TpeHoHe (CKT) — peakoe reHeTnyecKoe 3abosieBaHUe, BCTPEYaIOLEECS C YaCTOTOMN
1 Ha 100 TbiCc. Ye/IOBEK U XapaKTepuayrolleecs TUMUYHON TpmuaZon CUMITOMOB: Maslb@opMalnen KanuiasipHon ceTu
(Mo T1my «BMHHOIO MATHa»), rMNepTpoQUen MATKMX TKaHer M KOCTeW U BEHO3HbIMU MasibpopMalusiMKU KOHEYHOCTEMN.
AZeHoKapuymMHoMa — 3TO 3/10Ka4YeCTBEHHOE 06pa30BaHMe Kee3uCToro anutenus. Y peted paHHoe 3abosieBaHue
BCTpeyaeTcs KpakHe pefko (okoso 1 ciayvas Ha 1 MaH 4yesnoBek B Bo3dpacte Ao 20 neT exerogHo) 3a c4eT 60/1bLUIoro
pereHepaTtopHOro noTeHUnana M OTCYTCTBUS KOMOPOUAHLIX COCTOSIHUH, HaKarn/iuBalluxcsi ¢ BO3pacToM. B cratbe
MbI IpeACTaBuAN Cllydan, AEMOHCTPUPYIOLMI COYETaAHME AaHHbIX PEAKMX U TSHKEbIX 3a60/1eBaHuil y pebeHKa. OnucaHue
KJIMHUYecKoro cay4dasi. Hamu npejctaBieH KJIWMHUYECKUHA cliydan maHupectaummn afeHOKapUyUMHOMbI MonepeyHo-
060/J049HOM KULLIKU C Pa3BUTUEM KJIIMHUKU OCTPOM KULLEYHOM HENPOXoaUMocCTH y pebeHKa ¢ CKT. 3akatoyeHue. [aHHbI
KJAMHUYECKMI Cllyyal aeMoHCTpupyeT codeTtaHne CKT u ageHOoKapLUMHOMbI 10rnepeyHo-0604049HON KULLKK yMEePEHHOMN
CTEeNneHn 3/10Ka4eCTBEHHOCTH y pebeHKa. JTOT c/lyyai SIBASETCS YHUKa/bHbIM U LE€HHbLIM AN KJIMHUYECKON MPaKTUKK
C aKLUeHTOM Ha HeobXxoAMMOCTb TLiaTesbHOro obcnegoBaHus nauymeHToB ¢ CKT B ¢BA3M C PUCKOM BO3HMKHOBEHMS
OHKOJIOrM4yecKux 3abosieBaHmi n3-3a MmyTtaumni B oHkoreHe PIK3CA. CovyeTtaHune CKT ¢ arpeccrBHOM KapLUHOMOW NPpUBOAUT
K pa3BUTUIO C/TIOXHOW KOMOPOUAHOM natosoruu. BaaumHoe oTdaroljeHne aTux 3ab60/1eBaHUI KPUTUHECKU OrpaHmnymBaeT
BO3MOXHOCTU TeparneBTUYECKON KOPPEKUMU M, KaK CIIEACTBUE, PE3KO CHMXKAEeT OXuAaeMylo BbIXXUBAEeMOCTb TaKuX
nayueHToB.

KntoueBble cnoBa: KIMHUYECKNI CaydYal, cuHAPoM Kaunnens — TpeHoHe, cocyancTbie MaabdopMaLnn, ajeHoKapLunHoma
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OBOCHOBAHME

Cuvaopom Knunnens — TpeHoHe (CKT) — pepakoe
BpOXAeHHOe 3abosieBaHMe (BCTpeyvatoleecs ¢ 4acToTOM
1 Ha 100 Tbic.) [1], xapaKTepu3yiolleecs KanuansapHbIMHU,
BEHO3HbIMU W/MAKN nUMdaTUYECKUMU MalbdopMaLmnamu
M 4pe3MepHbIM POCTOM KOHeyHocTel. B HacToswee
BPEMS OCHOBHbIM 3TMONOMMYECKUM DaKTOPOM pPas3BUTUS
cUHApPOMa cuynTaeTcs myTauus reHa PIK3CA, 4To BKOYaeT
CUHAPOM B rpynny pacCTPOMCTB, OTHOCALIMXCSA K CNEeKTpy
M36bITOYHOrO pocTa, cBA3aHHbIX ¢ PIK3CA (PROS) [1, 2].

CurHanbHbln NyTb PI3K wrpaet ponb BO MHOMUX
KNeTouYHblX npoueccax, BKAYaa nponudepauuio,
aHrnoreHesa n mMetabonusm [3, 4]. B KneTKkax 4yenoBeka
BblAENSAIOT TPU OCHOBHbIX Knacca PI3K Ha ocHoBe ux
CTPYKTYpbI M cybeTpaTa: KnaccllPI3K copepxunT 3 pepmeHTa
(PI3K-C2q, B, y) u knacc lll PI3K — oanH depmeHT (WWPS34)
[5]. Knacc | PI3BK aKkTuBMpyeTca peuentopamu GakToposB
pocTa, TaknmuK Kak peuentop PDGF (PDGFR), peuentop
anuaepManbHoro daktopa pocta (EGFR), peuentop

MHcynMHonogo6Horo ¢aktopa pocta (IGFR) n peuentop
nHcynuHa (INSR) [B]. Peuentop TMpo3unHKuHasbl TIE2, cneum-
GUYHBIN AN SHAOTENMAlNbHbIX KIETOK, TaKKe aKTUBupyeT
PI3K npwu cBA3bIBAHUKU C @aHTMOMO3TUHOM-1 [6].

Knacc | PI3K cocTonT U3 KaTanuTU4eCcKon cybbeanHuULLbl
(p110) n perynaTopHon cybbefuHuubl [5]. M3odopma a,
Koampyemas PIK3CA, sBnaetcs O4HOM M3 YeTblipex n3opopm
KaTtanuTuyeckonm cyobemHuubl pll0 [7]. Knacc | PI3K
KaTtanusupyet docdopununposanme PIP2 ¢ o6pa3oBaHMeEM
PIP3, KOTOpbIK peKkpyTMpyeT 3dPEKTOPHbIE BGENKKU, Takue
KaK nogcemenctBo AKT CepMHOBLIX/TPEOHUHOBLIX KWHa3
AGC [8]. AKT KOCBEHHO aKTMBUPYET CEePUH/TPEOHUHOBYIO
KnHady mTOR, KoTopasi 06Hapy»XeHa B KNIETOYHbIX KOMMIEK-
cax mTORC1 n mTORC2 [8] (puc. 1).

Mpu myTauunn PIK3CA o6HapyXeHbl BCTABKW UK 3aMeHbI
HYK/IEOTMAOB B MOC/AEAHEM aMWHOKMCIOTHOM KOJOHEe
PIK3CA 1068 unu cton-KogoHe (1069). YcTaHOBNEHO, YTO 3TH
BCTaBKM UM 3aMeHbl MPUBOAAT K 06pa30BaHmnio 6€1KOBOro
NPOAYKTa CO CABWMHYTOM PAaMKOM CYUTbIBAHUS, YAIMHSAIOLWLETO
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Puc. 1. Cxema curHanbHoro nytv PISK/AKT/mTORC1
lpumeyaHue. CxeMa pa3paboTaHa aBTopaMu CTaTby.

Fig. 1. PI3K/AKT/mTOR signaling pathway diagram
Note. The scheme was developed by the authors of the article.
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Moderately Differentiated Adenocarcinoma of the Transverse
Colon in a Child with Klippel - Trenaunay Syndrome: Case Report

Background. Klippel — Trenone syndrome (KTS) is a rare genetic disease that occurs with a frequency of 1 per 100,000 people
and is characterized by a typical triad of symptoms: malformation of the capillary network (like a “wine stain”), hypertrophy of
soft tissues and bones, and venous malformations of the extremities. Adenocarcinoma is a malignant formation of the glandular
epithelium. This disease is extremely rare in children (about 1 case per 1 million people under the age of 20 years annually) due
to its large regenerative potential and the absence of comorbid conditions that accumulate with age. In the article, we presented
a case demonstrating a combination of these rare and severe diseases in a child. Case Report. We present a case report of
the manifestation of adenocarcinoma of the transverse colon with the development of an acute intestinal obstruction clinic in a
child with KTS. Conclusion. This case report demonstrates the combination of KTS and moderately malignant transverse colon
adenocarcinoma in a child. This case is unique and valuable for clinical practice, emphasizing the need for thorough examination
of patients with KTS due to the risk of cancer due to mutations in the PIK3CA oncogene. The combination of KTS with aggressive
carcinoma leads to the development of complex comorbid pathology. The mutual aggravation of these diseases critically limits the
possibilities of therapeutic correction and, as a result, dramatically reduces the expected survival rate of such patients.
Keywords: clinical case, Klippel — Trenaunay syndrome, vascular malformations, adenocarcinoma
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C-KkoHel, p110a Ha TpU-YeTbIPE aMUHOKUCNOTbI B CTOPOHY
NMONOMXWUTENbHO 3apPSKEHHbIX OCTATKOB apruHuHa w/wmau
nu3uHa [9].

B pesynbrate myTauuu MPOUCXOAUT rUNepakTuBaLms
curHanbHoro nytu PI3K, 4TO MpMBOAMT K aHoOMasbHOMY
POCTY TKaHEN, BKOYas anuTennanbHble U ME3EeHXUMabHble
Knetkun [8, 10]. JOKAUHMYECKME MCCNeaoBaHMA NOKa3anu,
YTO 3TU MyTauuKM NPUBOAAT K akTnBauun AKT, MSMeEHeHHUIO
MOP®ONOrMK KNETOK U CHUMKEHUIO PErynsiLiMmM aHrMoreHHblX
daKTopoB. PeaynbTupylowme CUHAPOMbI YPE3MEPHOro
pocTa YacTo BKJYalT cocyaucTble manbdopMauum
C MeA/sieHHbIM KPOBOTOKOM, TakKue KaK NuMmdbaTtudeckue
1 BEHO3Hble ManbdopmaLmm.

B HacTosiulee Bpemsi paccTporctBa PROS [11] BKAto-
YyaloT crneayloliee: BPOXAEHHOE NMNOMaTto3Hoe paspacTa-
HWe, cocyancTble ManbdopmaLmm, annaepmMasibHble HEBYChI,
CKONMMO3 / CKEeNeTHbIM U cnuHanbHbIiM cuHapom (CLOVES),
aucnnactuyeckyto meranaHuedanuio (DMEG), dnbpoaamnno-
30BYI0 rMnepnnasuto unu paspactanue (FAO), dnubpoaamno-
30Bbli UHOUNBTPUPYIOLLMK IMMOMaTo3 / NULEBOW UHPUIb-
TpaTuBHbIM nunomato3 (FIL), MHOXeCTBEHHbIM NunomaTtos
(HHML), cuHapom Knunnenst — TpeHoHe (KTS), MakpoaaKTu-
nuto u MCAP/M-CM [12].

Mpu CKT KoXHble cocyaucTble Manbdopmaunm 06bl4HO
NPUCYTCTBYIOT C POXKAEHWUS, TOrAa KakK BapWKO3HOE pac-
lMpeHne BEH (KaK NposiBfieHMe BEHO3HOW MasibdopmaLumm)
N rMNepTpoduUs KOHEYHOCTEN NOSIBNAIOTCS B CpefHEM B BO3-
pacTe 4-6 net. KnuHnyeckoe nopakeHne 06bI4HO OAHOCTO-
POHHEE M B OCHOBHOM 3aTparnBaeT OAHY U3 KOHEYHOCTEN.
PyKkun nopaatotcs pexke, a AByCTOPOHHEE NOpaXKeHue peru-
CTPUPOBANOChb PeAKo. TakKe MOXKeT 0TMeYaTbCs 3aMeTHbIN
neduuUnT pocTa NoparKeHHon KoHeYHocTH [1, 2].

Mpn BOBNEYEHUU KENYAOYHO-KULWEYHOrO TpaKTa Hawu-
6onee Yyacto pasBuBaloTc AWPDY3Hble KaBEPHO3HbIE
reMaHrMoMbl AUCTanbHOro oTAeNa TOACTON KULWKK U NPSMOK
KUwKK [13, 14], KoTopble ABNSIOTCSA OAHOM M3 Haubonee
pacnpocTpaHeHHbIX NPUYMH KENYA0HHO-KMLLEYHOr0 KPOBO-
TeyeHus [15-17] u, no oueHKkam, BcTpevatoTea y 1 1 12,5%
nauueHToB ¢ CKT [12, 18-20].

AKTMBUPYIOLME MyTaLLMW MPU PacCCTPONCTBAX, CBA3AHHbIX
¢ PIK3CA, TaK)Xe 4acTo HabntoaatTcs NpyM MHOIrOYMCNEHHbIX
Buaax paka. Katanutuyeckas cyb6beanHuua pllOa
npu MyTauuu cnupanbHoro gomeHa PIK3CA E542K/E545K
COXpPaHSAET OHKOreHHYI0 CUrHaNU3aLmIo, TaK KaKk He 3aBUCUT
OT CBA3M C cybbeanHuLen p85, a BMECTO 3TOr0 3aBUCUT
OT CcBsi3biBaHUA ¢ 6enkom Ras-GTP ana oHKOreHHoOW TpaHc-
dopmauuu [9].

Bonee Toro, mytaums PIK3CA H1047R yny4waet gocTyn-
HOCTb C-KOHLEeBOro yyactka pllOa nyTem yBennyeHus
nonoxutenoHoro 3apsiga C-koHua pll0a, 4TO ycunusaet
ero accoumaumio ¢ KIeTo4HOn mMeMOpaHOM M aKTUBHOCTb
NIMNUAHOM KMHA3bl, YTO CNOCOBGCTBYET €€ OHKOreHHOCTH [9].

MyTtaumns PIK3CA 4acto Habniogaetcsa npu  pake
MOJIOYHOM Kenesbl, a TaKXKe Mpu APYrux Tunax onyxonew,
BKJ/IOYAS paK MaTKM, TOSICTOM KUILKKW U paK nerkux [21].

CooblyaeTcs TaKKe 0 ciy4Yasix 3N10KavyeCcTBEHHbIX HOBO-
o6pas3oBaHui y nauneHToB ¢ CKT: NIOCKOKNETOYHbIM paK
y naumeHTkn ¢ CKT [22, 23], y 10,8% nauueHToB pas3Bu-
N10Cb 3/10Ka4eCcTBEHHOE HOBOOGpa3oBaHne unm Jobpokaye-
CTBEHHas OMNyxo/b rofIOBHOro Mo3ra, y 4% — 6a3anbHoKe-
TOYHas KapuMHOMa KOXHu [24].

AfeHoKapLunHOMa nonepeyHo-060404HON KULLKU — 3710~
KayecTBeHHas onyxoib, UCXOASLLAA U3 C/IM3UCTON 060/T04KM
TONCTOM KUWKK. KonopeKTanbHbIM pak y AeTen BCTpeyaeT-
Cc KpawHe pepko. Mo gaHHbIM lporpammbl HabOAEHUS,
3NUAEMMONOTMN U KOHEYHbIX pes3ynbTaToB (SEER), exe-
rogHo 3aboneBaemocTb cocTtaBnseT 0,12 Ha 1 MAH cpeau

neten B Bo3pacTte ot O go 14 net v yBenuineaetcs ao 1,78
Ha 1 MNH B Bo3pacTe oT 15 go 19 net [25].

KonopeKTanbHbli pak BO3HWKaeT B pe3ynbraTte
coyeTaHUs Tpex KaHUEepOreHHblX MexaHWM3MOB: XPOMO-
COMHOWM HecTabuabHOCTM — MyTauMs, KOTopas MHaKTH-
BUPYET aJEHOMAaTO3HbIA MOAMUMO3 TONCTOM KULLIKKW; MHAK-
TMBaALUMW TFeHOB-cyrnpeccopoB onyxonen (p53), a Takxke
MWKpOCaTenIMTHON HecTabunbHocTu (MSI) — myTauus,
nogpasymeBatolias U3MEHEHWS ANMHbI U3-3@ BCTaBOK
WKW peneuun HYKNeoTUAO0B B HecTabuibHbIX NOBTOPSIO-
wmxcs nocnegoatenbHocTax HK, M3BECTHbIX KAK MUKPO-
caTennuTbl [26]. TMCTONOrMYECKUI CNEKTP KONOpeKTab-
HOro paKay AeTel xapaKTepuayeTcs 3Ha4YUTENbHON Jonen
arpeccuBHbIX MOATUNOB, TaKMX KaK ajeHoKapuuHOMma
HeyTodyHeHHasa (NOS, 43%), MyuMHO3Haa ajeHOoKapLu-
HOMa (22%) M NepcCTHEBUAHOKNETOYHbIN paK (18%) [26].
M3meHeHUa B reHax KRAS, BRAF, PIK3CA n AKT1 npea-
cTaBnsAlT co60M pacnpocTpaHeHHble TreHeTMYecKue
cobbITUA B KOJIOpeKTanlbHOM reHe3e [27]. Pesynbrathl
ceKBeHupoBaHua no CeHrepy AEMOHCTPUPYIOT UX BbICO-
Kylo BcTpeyaemocTb — 55,18% (32 us 58) npoaHanusu-
pOBaHHbLIX C/ly4aeB KonOpeKTanbHoro paxka [15]. AKT1
ABNAETCH K0YeBbIM 3OPEKTOPOM CUTHANbHOrO MNyTU
PIBK/AKT/mTOR, perynupys ¢dyHAamMeHTalbHble KNeTou-
Hble Npouecchl, TakMe KaK BbiXXWBaHWe, nponndepauns,
MHBa3na U meTabonnsm. MNpu atom myTauum AKT1 E17K
6biIM 06HapyKeHbl B psage onyxofien (BKAYas pak Tos-
CTOM KULWKMK, NErKMUX U MOSIOYHOM Keneabl), rae ux yactota
BapbupyeT B npegenax 1-3% [15].

B paHHOM cTaTtbe Mbl NpeacTtaBiAdeM KIAMHUYECKUH
cnydyan, coobuwatoumn o nauneHTtke 17 net ¢ CKT, y KoTo-
pon 6bin BeEpUPULUMPOBaAH AMarHo3 ymepeHHo auddepeH-
LMPOBaHHOW ajeHOKapLuMHOMbI nmonepe4yHo-060404HOM
KULLKM.

ONMUCAHME K/JIMHUYECKOTI O C/IYYAA

O nauueHTe

Y nauyumeHTKM P., 17 neT, ¢ poxAaeHuss oTMmevanacb
rmneptTpodus NpaBoi HWKHEW KOHEYHOCTU C CHUHIOLWHO-
CTbl0O KOXW. M3 aHamMHe3a }KWU3HM M3BECTHO, YTO AEeBOY-
Ka poaunacb oT nepBov 6epeMeHHOCTH, MepPBbIX POLOB.
lNepuHaTanbHbIM aHamMHe3 6e3 0COO6EHHOCTEMW, Hacnea-
CTBEHHbIN aHaMHe3 3/10Ka4YeCTBEHHbIMKW 3ab60neBaHuAMU
He oTaroweH. Habnoganacb No MeCTY XWUTeNbCTBa, nede-
HWS He nonyyana. B ¢BSi3M C POCTOM KOHEYHOCTWM B BO3-
pacTte 4 net o6patunack B PAKBE, rae 6bin yctaHoBNEH Ana-
rHo3: «CuHgpom Knunnensa — TpeHoHe. ApTepnoBeHO3Has
Manbdpopmaunsa (ABM) manoro tasa, npoMexHOCTH, npa-
BOW HUXKHEN KOHEYHOCTW». [locne ycTaHOBKM AnarHo3a Obin
nposeneH Kypc éousunotepanun 6e3 addeKkTa — aHrno-
MaTo3 NPOoAO/XKaN yBenmynBatbecs. Torga no M3HEHHbIM
noKasaHuaM, yYnTbiBas remaHrmomaTos, B anpene B BO3-
pacte 10 net pebeHKy 6blla Ha3Ha4YeHa Tepanusa CMposu-
MycoMm (M3 pacuyeta 0,8 Mr/M?2 ABaxAbl B CyTKu). B cBs3un
C ANWUTENbHbIM NPOrpeccMpoBaHnemM OCHOBHOro 3aboneBa-
HW$S 6blS10 BbIMONHEHO ONepaTUBHOE BMELLATENbCTBO B 06b-
eMe 9K3apTUKyNaLuun npasoro 6efpa ¢ pe3eKkunen npasomn
o6lLen, Hapy>KHOW U BHYTPEHHEW NOAB3AOLWHbLIX apTepum
M BeH. Mo AaHHbIM MONEKYNSPHO-FEHETUYECKOrO UCche-
[loBaHWA TKaHW 6eapa, npoBeaeHHoro B HMUL, AFON um.
[. PorayeBa, 6blin 06Hapy*KeHbl MyTauunun B reHax PTEN,
PTPN11, AKT1.

B mapTte 2024 r. nauneHTKa 6bina rocnuTann3npoBa-
Ha B MAIKB B oTaeneHve xMpyprum ¢ KIMHWUKOM OCTPOM
KulweyHon HenpoxoammocTn (OKH). Bbin npoBeneH psaj
onepaTuBHbIX BMelaTebCTB B 06beMe AUarHOCTUHECKOM
nlanapocKonuun, nanapotoMun, TOTaJbHOroO aAare3vonunau-
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ca, pe3eKLUuu canbHUKa, anneH4aKTOMUK, caHaumm 6ptoLu-

HOM MONOCTU C HaNlOEHWEM MNEOCTOMbl U EHOHOCTOMBI.

[McTonornyeckoe uccnegoBaHne BbISBUAO MOPGONOru-

YECKYI0 KapTUHY XPOHWYECKOrO BbIPaXEHHOro 3PO3MB-

HO-A3BEHHOrO M nepdopaTUBHOro uneuta, GIErMOHO3-

HOro anneHguuuntTa, GUOPMHOIHO-THOMHOIO MNEPUTOHMUTA.

B peseunpoBaHHOM cafbHWKE MNaTONOrMYECKUX H3Me-

HEHUN He o6HapyXKeHo. [JaHHas KapTuHa noTpeboBana

UCK/IOYEHNS BOCMaANUTENbHbIX 3a60neBaHUI KUlWeYHUKa

(B3K). OgHako npu nocneaytowmx ruCToNorn4ecKmx ucene-

LoBaHuax ybeauTenbHbIX AaHHbIX 3a B3K He o6GHapyke-

HO. Mpun MynbTUCIUPANIbBHOM KOMMbIOTEPHOW TOMOrpadmu

(MCKT) opraHoB 6ptOLIHON NOIOCTM OTMEYa nuchb yBenunye-

HWe NeYeHu, Hanmyne cBO6OAHON KNAKOCTU NOBCEMECTHO,

0TE€YHO-UHOUNBTPATUBHbBIE UBMEHEHUSA OPbLIXKENKN U callb-

HWKa, a TaKXe YTOJilleHWe CTEHOK KMWeEeYHMKa Ha BCEM

npoTsi>KeHmn. B paHHeM nocneonepaunoHHOM nepuoae

cocTosiHMe pebeHKa ocTaBasoCb TSXKEeNblM 3a CYeT pas-

BUTUS CENTMYECKOro WoKa, nepdopaunn nonoro opra-

Ha, CMHAPOMa NOMMOPraHHOM HeJOCTaTOYHOCTH, KaloBOro

nepuToHUTa, cuHApoMa KopoTKon KuwKku (CKK). Mocne

cTabunmM3aumnmn cocToHUA nauneHTKa nepeseaeHa B ArKb
um. H.®. dunatosa And NPOAOSIKEHUSA NeYeHUs no NoBo-
ny cuHapoma CKK. Bo Bpemsa rocnutanu3aumnun y pebeHka
pasBunacb kKaptuHa OKH. bbino npoBegeHo o6¢cnegoBaHne

B 06beMe 3HAOCKOMUYECKOro uccaeaoBaHns TONCTON KUL-

KW, B X0€e KOTOPOro BbiiBAEHO 06pa3oBaHMe nonepeyvHo-

06004YHOM KWLWKK. BbinonHeHa 6uoncusa obpasoBaHuS.

Mo faHHbIM TMCTONOrMYECKOro mMccnefoBaHus o6pas3oBa-

HMEe COOTBETCTBOBANIO KapuWHOME in Situ ¢ NpU3HaKamu

BbICOKOW CTeneHW 310KayeCTBEHHOCTU. Torga B CBA3MU

C COXpaHeHMeM TAXKENOro COCTOSHMUA NaLUEHTKU U C NOAJO-

3peHneM Ha 3/10KavyecTBeHHOe HOBOOGpa3oBaHue 6blfo

NPUHATO pelleHne BOo3aepKaTbCsi OT Tepanuu CUPOIUMY-

coM (06LWmMn Kypc Tepanun coctaBun 7 net). Pe6eHOK 6bin

BbiNUcaH ¢ HanpasneHnem B MAIKB ana npoo6cneaoBaHus

W MPUHATUSA peeHns o AalbHENLLEN TaKTUKE BEAEHUS.

B nioHe 2024 r. nauueHTKa 6blna rocnurann3vpoBa-
Ha B oTaeneHne oHkonormm MAMKB. YuuTbiBas KapTUHY
OKH, MHOXecTBeHHy0 nMMdaaeHonaTtuio no gaHHbIMm MCKT
6PIOWHOM NOMOCTH, BbINOJHEHHON B MapTe, Mopdonoruye-
CKMIW AMarHo3 KapuuHOMbI in situ ¢ Npu3HakKaMu BbICOKOM
CcTeneHn 310Ka4yeCcTBEHHOCTM N0 AaHHbIM TMCTONOMMYECKOrO
nccnepoBaHus, npeanonoxeH anarHos: «D01.0 KapunHoma
in situ 060404HON KULIKK, KNuHU4ecKas rpynna ll, Tpebyto-
WM o6cnefoBaHuUs C LeSblo BepuduUKaumm».

JTabopaTopHO B K/MHWMYECKOM aHanu3e KPOBWU OTMe-
Yanucb aHemMus CpefHen CTeneHu TSKeCcTU (IpUTpo-
uMTbl — 3,04 x 10%2/n, remorno6un — 88 r/n, remato-
KpUT — 27%) v npu3Haku BocnaneHus (nosbliweHne COI
[0 22 mM/4). B Koarynorpamme: HopMoKoarynsauus, nedu-
LUMTa eCTeCTBEHHbIX aHTUKOArynsiHTOB He BbISBIEHO.

Bbln NnpoBefeH nepecMoTp rMCToN0rMYecKoro Matepma-
na, Nony4eHHOro paHee — B MapTe, BO BpeMs npeablaylen
rocnutanusaummn pebeHka B MAIKB. MNMpu nopeske 610Ka
60NbLIOro cafibHWKa BbISIBAEHbI KNETKU ageHOKapLMHOMbI.
BbinonHeHo goo6ceneaoBaHne B o6beme:

e MCKT opraHoB 6ptOLIHOM NOMOCTU C KOHTPACTMPOBAHM-
eMm: KT npu3Haku renaTocnieHOMeraamm ¢ MHOXeCTBEH-
HbIMW OYaroBbiMM 06Pa30BaHUAMMU MEYEHWU, aKTUBHO
HaKanInBaLWNMKN KOHTPACTHbIM Npenapart, paclinpeHsbl
BHEMNEYEHOUHbIE XKeNYHble NPOTOKH;

® MarHuUTHO-pe3oHaHCcHas ToMorpadus opraHoB GptoLu-
How nonoctu (MPT OBIl) ¢ KOHTpacTMpOBaAHUEM:
MP-npu3HaKku TMHENHOrO YBENUYEHNS pa3MepoB neve-
HU U cene3eHKn. MHOXKeCTBEHHbIE 04aroBble 06pa3o-
BaHWSA NeYyeHn (BEPOATHO, BTOPUYHOro mts-xapaKrepa).

[JononHutenbHoe HoBOOGpa3oBaHWe, BbiNOAHSKOLWEE
NPOCBET CpeaHen TpeTu 060404YHON KULIKKU (C BEPOST-
HbIMU MpPU3HaKaMu HenpoxoaumocTtH). edopmauus
aHaTOMUK KULIEeYHWKa, B TOM 4ucne Ha GOoHe cnaek,
nocneonepaumnoHHblX UBMEHEHWI B pe3ynbTaTe pe3ek-
UMM neTeNb KWULWOK, HallOXeHUs CTOM. YBenunyeHue
napaaopTanbHblX W 3a6PIOWKHHBIX NUMdaTUYECKMX
y3/10B;

® KONIOHOCKOMWS: Ha YpOBHE CpeaHen TpeTn nomnepeyHo-
060404HON KULIKKM NPOCBET 3aHMMano OnyxoneBugHoe
o6pa3oBaHne, NOBEPXHOCTb NOKPbITa TKAHEBbLIM AETPU-
TOM U GUBPUHOM. YpOoBEHb 06pa30oBaHUA HEMPOXOAUM
ONns KOJIOHOCKona. BeinonHeHa 6uoncua ob6pa3oBa-
HUA — 4 dparmeHTa;

® TWUCTONOrMYEeCKoe nccnefoBaHune: yMepeHHo guddepeH-
LMpoBaHHas ageHoOKapLMHOMa TOICTON KULLKK;

°  MOJEKYNSPHO-reHETUYECKOE ncenefoBaHune: obHapyxe-
Ha aKkTuBuMpylouas mytaums B 12 KogoHe reHa KRAS
TMna p.G12V.

CornacHo KaMHMYeCcKUM peKkomeHaauusam [28] no Beae-
HWIO KONIOPEKTanbHOro paka, Ans NofHoro o6cneaoBaHms
HEO6X0ANMMO TaKKe MNPOBECTU MO3UTPOHHO-IMUCCUOHHYIO
TOMOrpaduio ¢ KOMMNblOTEPHOM TOMOrpaduen (MOUCK CKpPbI-
TbIX 04aroB, OLEHKa pPacnpoCTPaHEHHOCTM paKa) U nof-
HOEe MONEKYNSPHO-reHeTUYecKoe obcnefoBaHUe OMyXonu
Ha HanunymMe myTauum B reHax BRAF, onpegeneHue craTtyca
MMR (cuctembl penapaumm) M MSI (MUKpoOcaTeENIUTHOM
HecTabunbHOCTH) ANA onpefeNneHuss TaKTUKU CUCTEMHOro
Nle4yeHnss U NPOrHo3a, a TaKkXe uccnegoBaHue Ha OHKomap-
Kepbl CA 19-9 n POA.

[aHHble nccnefoBaHUs He OblM MPOBEAEHbl B CBSI-
31 C TAXKECTbIO COCTOSAHMSA MaLUMUEHTKU M HEOBXOAMMOCTbIO
B CTapTe MNOAMXMMMOTEPANUU MO MKUBHEHHbIM MOKa3aHu-
M. MproputeToM 6bI10 MOPPONOrMyecKoe nccnegoBaHme
n MCKT-cTagmnpoBanue. OHKOMapKepbl 415 KONOpeKTalbHO-
ro paka B NeguaTpu4yecKomn NpakTUKe UCNONb3YTCs pexe,
4eM y B3pOC/bIX, U He ABNSI0TCS 0653aTeNlbHbIMK 415 NocTa-
HOBKM AnarHo3a v Bbibopa Tepanuu, OHW UMELOT BCnomora-
TeNlbHOE NPOrHOCTMYECKOE 3HAYeHNe, HO B JaHHOM Cciy4Yae
He onpeaenanuck [29].

KnuHuyeckuii guarHos

OCHOBHOM AMarHo3

C18.9 YmMepeHHO anddepeHLMpoBaHHasa ageHoKapLm-
HOMa rnonepeyHo-o060404HON KMWKK TAbNXxM1b ¢ meTacTa-
TUYECKUM NoparkeHneM 60/blOoro calibHUKA, MeYEHM.

®doHoBble 3ab601eBaHHs

Q87.2CuHapom Knunnena — TpeHoHe. ApTeprMoBeHO3Has
mManbdopmaLma Manoro Tasa, NPOMEXHOCTHU, NPABOM HUXK-
Heh KoHeyHocTu. CocTosiHMe nocne NepeBA3KM U pe3ek-
LMW NpaBblX O6WMX, HaPYXKHbIX M BHYTPEHHUX MOAB3AOLW-
HbIX apTepui M BEH, 3K3apPTUKYyIaUMKM npaBoro 6eapa.
Co4yeTaHHOe TpoMboremopparmyeckoe CocTosiHne Ha GoHe
cocyancton ManbdopmaLuniu.

ConyTtcTByloLmne 3a60/1eBaHUSA

K56.6 YacTruyHaa no3aHAs cnaeyHas KulevyHas Henpo-
XOAUMOCTb.

04.03.24 — pguarHocTUyecKkas nanapockonus, nanapo-
TOMUS, TOTaNbHbIA aAre3uonn3unc, UNeocToOMMUS, anneHaakK-
TOMUS, caHaLmsa v ApeHNpPOBaHME GPIOLLHOM MNONOCTH.

06.03.24 — penanapoToMus, peBn3na GpIOLLIHOM NOJO-
CTH, KIMHOBMAHAsA pe3eKLMsa NOAB3AOWHON KULIKK, PEKOH-
CTPYKLMS MIEO0CTOMBI.

12.03.24 — penanapotomus I, peBu3ua 6GpOLWHON
NOAOCTHU, yAaneHWe yvyacTKa TOHKOM KULIKW, €lOHOCTOMMUS,
uneoctomusi, GpopMmnpoBaHMe NanapocTOMbl, HafOXKeHue
BaKyyMHOW MOBSA3KM.



15.03.24 — peBU3NS M YaCTUYHOE YLIMBaAHWE Nanapo-
TOMHOW paHbl, caHauus OGPIOLHON MOSOCTU, HaNOMXKeHue
BaKyyMHOW MOBA3KM.

19.03.24 — peBW3Ka U ApeHMpoBaHUe GPIOLWHON Noso-
CTU, 3aKpbITUE NanapoCcToOMbl.

144.1 TpaH3uTOpHas aTPUOBEHTPUKYNsSpHas OsoKaja
Il ctenenn (Mo6uu | v ll). AnchyHKLMSA CUHYCOBOTO y3na.

K91.2 [ocTpe3eKUMOHHbIA CUHAPOM KOPOTKOM KULLKK
B MCXOAE OMNepaTUBHOrO NeYeHUst CNaeqyHOM KMLWEYHOM Henpo-
XxoaMMocTU. HocrTenb pasgenbHow eloHOCTOMBI (A4/1IMHa NPUBO-
nauen KMwkn — 40 cm, AMHa OTBOASLLEN KMLWKKM — 60 cMm).

K85.9 OcTpbiit NaHKpeaTUT HEYTOYHEHHbIN.

E45 3apeprKka pasBuTUsl, 0OycnoBneHHasa 6enKoBO-
3HEepreTM4eCcKon HeJoCTaTOYHOCTbIO.

AnddepeHynanbHaa guarHocTuka

[MpoBeneHune anddepeHUManbHOM AMAarHOCTUKU XPOHMU-
YEeCKOW WMHTEpPCTULMaNbLHOW NaTosiorMm 6bI10 He06X0AUMO
ana nekntovernma B3K (HecneundrnyecKknin 93BEHHbIN KOMKT,
6one3Hb KpoHa) Ha ¢doHe Hecneumdpuyeckon abaomMmuHab-
HOM CMMNTOMATWMKK, BK/OYaBLIEN MOCTOSHHYIO abaoMu-
HanbHyt0 60/b M CTYy1 C MPUMECHID KPOBMW. [JMarHo3 Obia
YyCTAHOB/IEH HA OCHOBAHWW KOMMIEKCHOM OLEHKW aHamMHe-
CTUYECKMX JaHHbIX U MHCTPYMEHTANbHbIX METOA0B, KOTOPbIE
BbIIBUAM OTAMYMS oT B3K.

MHCTpyMeHTanbHble MeToabl 06Cnef0BaHUsA (KONOHOCKO-
nus, MCKT 1 MPT OBI1) npoaeMoHcTpMpoBann o6beMHOE,
BbICTynatolwiee B NPOCBET onyxoneBugHoe obpaszoBaHue
B nonepe4yHon 060404HOM KULLKE, Bbi3biBatOLLEE HaCTUYHYIO
06CTpPYKLMIO, 4TO HeTunuyHo ans B3K. MCKT u MPT OB
noaTBEPAMAN PacnpoCcTpaHEeHHOe MeTacTaTuyecKkoe nopa-
YKEHWEe C MHOXECTBEHHbIMWU o4aramu B MeYyeHu U renarto-
cnneHomerannen. O6HapyKeHHble UBMEHEHUS UCKIOYaloT
B3K, npu KOTOpbIX PaanonorMyeckn JOMUHUPYIOT MPU3HAKK
BocrnaneHuss u GUBPO3HbIX UBMEHEHUN.

Kpome Toro, anddepeHunanbHas AuarHocTuka npo-
BOoAMNAacb C COCYAUCTbIMU ManbdOpMauMSMKU KenygoyHo-
KWULWEYHOro TpakTta, KoTopble npu CKT MoryT umMutupoBaTtb
onyxonesoe ob6pazoBaHune. N3BecTHO, 4To Npu CKT vacTo
BCTpeyaloTcs Anddy3Hble KaBEPHO3HbIE FrEMaHIMOMbI A1C-
TanbHOro OTAEeNa TONCTOM M MPSAMOM KMULUOK, KOTOPbIE Kin-
HUYECKM MOTYT MPOSABAATHCA KULWEYHbIMU KPOBOTEYEHUS-
MK [15] 1 cnocoBHbI NpU 3HAOCKOMNUK co3haBaTb KapTUHY
ob6bemHoro npouecca [14, 30]. TakKe Henb3si UCKIYaTb
PUCK 3/10Ka4eCTBEHHON TpaHCchOpPMaL MU COCYAUCTbIX Maib-
dopmaumin ¢ pa3BUTUEM aHMMOCApPKOMbl — Yy AeTen 3ToT
PUCK, NO UMEIOWMMCS AaHHbIM UTEpPaTypbl, KpanHe HU30K
Nno CpaBHEHMIO CO B3POCbIMU [22].

buoncus ctana pewatowmnm MeTOo40M, BbIIBUB 3/10Ka-
YeCTBEHHbIE KETKW, NOATBEPAMB ANArHO3 YMEPEHHO And-
depeHUMpOBaHHON afeHOKapuuMHOMbI. ucTonornyeckoe
nccnegoBaHue OKOHYaTeNnbHO MCKoYMno B3K, NocKonbKy
OTCYTCTBOBa/IM NATOFHOMOHWYHbIE MPU3HAKU — AUCTPOPHU-
YeCKNUe WM3MEHEeHUs KpUNT (HecneuuduyecKum S3BEHHbIN
KOMNT), TpaHCMypasbHOe BOCManeHWe C 3NUTENUOUAHbBIMM
rpaHynemamu (6onesHb KpoHa), cocyanctble manbdopma-
LMKU U UX 3N10KaYeCTBEHHOE NEPEPOXKAEHME, TaK KaK OTCyT-
CTBOBa/M MNPU3HAKKW 3HAOTENMaNbHOM nponudepaumu,
aTUMUYHBIX COCYAMCTbIX KaHaloB WUAM BEPETEHOKIETOYHbIX
3/1EMEHTOB, XapaKTePHbIX AN aHrMocapKoMbl. Taknum obpa-
30M, AnarHo3 6bin BepudULMPOBAH HA OCHOBAHUMU TUCTO-
NIOTMYECKOro MOATBEPIKAEHMSA 3/10KAYECTBEHHON NPUPOAbI
ONyX0/I C NPU3HaKaMu OTAaNEHHOrO MeTacTa3mpoBaHus.

MeauuMHCKKe BMellaTenbCcTBa
CornacHo KAMHUYECKUM pPEKOMEHAALMAM MO JIeYEeHMIo
MeTaCTaTM4eCKoro KoOJIOpEeKTallbHOro pakKa, nauneHTKe

JOMKHa 6blna 6biTb BbIMOJHEHaA pajuKanbHas onepauus,
BK/lOYalOWasa pe3eKUMio MepBMYHON OMNyXonau nonepey-
HO-06004YHOM KULWIKKM C afJeKBaTHOW numdboaucceKkumnen
(C OLLEHKOW perMoHapHbIX TMMbaTUYeCKunX y310B ANs onpe-
penennss N knaccudukauum TNM), ¢ uenbio ycTpaHeHus
OHKONOIMYECKOro ovara, a TaKkXe ANs yCTpaHeHus pas-
BuBlenca OKH 1 npegoTBpalleHns 6yayLinx OCI0KHEHUN.
OaHaKo B CBSA3M C TAXKECTbIO COCTOAHUSA pebeHKa, OCMOoXK-
HEHHOro CEeNTUYECKUM LLIOKOM, NOMIMOPraHHOM HeLoCTaTou-
HoCTblo M CKK, BbiNofiHEHWE paanKanbHbIX XUPYPrUYeCKUX
BMeLaTeNbCTB M Ha3HayeHwe MOMHOL030BOM CUCTEMHOM
Tepanuu oKasanocb HEBO3MOXHbIM.

Bblf10 NPUHATO pelleHne o cTapTe cneunduyeckon Tepa-
nun no cxeme FOLFIRI (MpuHoTeKaH B pose 180 mr/m?2
B Buae 90-MUHYTHON MHOY3MK B 1-i AeHb, Kanbuma $Gonu-
HaT B fo3e 400 Mr/M2 B/B B TedeHWe 2 4 C NOCNeayoWnUm
6OMIOCHBIM BBefeHneM ¢Topypauuna B ao3e 400 Mr/m2
B/B CTPYWHO U 46-4acoBon MHY3nen dpTopypaumnia B 1o3e
2400 mMr/mM2 (no 1200 Mr/M2 B CYTKM, HaYano o4epesHoro
Kypca — Ha 15-1 [eHb) B paMKax KJIMHUYECKUX PEKOMEH-
faumn MuHsgpaBa Poccumn nNo nevyeHuio 310KavyecTBEHHbIX
HOBOOGpa3oBaHM 060404YHOM KULWIKKW Yy B3POCSblX. Bbino
pelweHo pefyuMpoBaTtb 403bl xMumuonpenapatos Ha 50%,
y4uTbiBasg KOMOPOGMAHOCTL pebeHKa. Ha ¢oHe Havyana Tepa-
nuu Bblna oTMedeHa neikonenuns (2,08 x 109/n) 6e3 Kau-
HUYECKMN 3HAYUMbIX MHDEKLMOHHBLIX OCNOXHEHMI. B nocne-
AylIOWEeM Npu yaoBNETBOPUTENbHOW MEPEeHOCHMMOCTH 1-ro
Kypca noamxmmuoTepanuu 6bi710 peKoMeHA0BaHo nposeae-
HWe cneunduryecKon Tepanmm B NOAHbIX O3aX.

AnMHamuKa 1 ucxopbl

Ha npoTskeHMM Bcero nepuofa rocnutannsauuu
COCTOSiHME pebeHKa ocTaBalioCb TAXenbiM. TAxecTb
COCTOSAAHMA Gblfla 06yc/ioBNEHA KOMIMJIEKCHONW KOMOpOua-
HOCTbIO M NPOrpeccupoBaHMEM 310KA4YECTBEHHOrO Mpo-
uecca.

CKT npuBoaun K coyeTaHHOMY TpombGoremopparu-
YECKOMY COCTOSIHUIO M PE3KOMY CHUXKEHMUIO ajanTtauu-
OHHbIX pe3epBOB. Ero avHamuKka BKAlOYana MaCCUBHOE
nporpeccupoBaHue ABM, notpeboBaBliee MHOMXECTBEH-
HbIX BMellaTenbCTB, BK/Yas aMnyTauuio nNpaBoOn HUK-
HEN KOHEYHOCTU (3IK3apTUKynsauuio 6eapa) U pes3eKuuio
MarucTpanbHblX NOAB3AOWHbIX cocyaoB, dopMUpoBaHue
XPOHWYECKOro TpoMBGOremMopparn4eckoro COCTOSHUS,
4TO CO3JaBasio MOCTOSHHYIO Yyrpo3y TPOM603IMBOIUK U KPO-
BOTEYEHWN, HapacTaHWe CUCTEMHbIX MOCNEACTBUM, TaKuX
KaK XpoHunyeckasa 60/b 1 BMSHWE Ha 06LMe afanTalnoH-
Hble pe3epBbl OpraH1M3ma, 4To ycyrybnsano byt ocTpyio
naTonoruto. Taknm 06pasoMm, K MOMEHTY pa3BUTUSA OHKONO-
rmyeckoro npouecca CKT yxxe npuBen K eKomneHcauuu
MHOMMX CUCTEM OpraHuM3amMa M co3fan HebnaronpusaTHbIN,
YA3BUMbIN QOH.

OWHaMWKa ajeHOKapuMHOMbI XapaKTepu3oBanacb
arpeccuBHbIM W CTPEMUTENbHbIM TeYeHWeM, TUMUYHbIM
4NS paka B Moniogom Bo3pacTte. 3aboneBaHne 6bICTPO Npo-
rpeccuposano oT cumntoMoB OKH, BbI3BaHHbIX NOKalbHbIM
pocTtoMm onyxonu (T4b), 4o pacnpocTpaHeHHOro MeTacTaTu-
yecKoro nopaxeHusa (M1b) neyeHn n 60nbLWOro casjbHUKa
B TeYEeHMe HeCKoNbKMX mecsaueB. Kpome Toro, Mopdonoru-
YECKWUI aHann3 BbISIBUA yMEPEHHO anddepeHUMpoBaHHYIO
aJleHoKapuMHOMY C HebnaronpuaTHoM MyTauunen KRAS,
YTO MPOrHOCTUYECKM YKa3blBaeT Ha HWU3KYI0 YyBCTBUTENb-
HOCTb K CTaHAapTHOW Tepanuu.

HecMOTpsi Ha NpoOBEAEHHYID MHTEHCUBHYIO CHMMMNTOMa-
TUYECKYID W MOAAEPKMBAIOLLYIO Tepanuio, HanpaBfiEHHYIO
Ha KOPPEKUMIO KMU3HEYrpoXKaloWmx COCTOSHUM, AOCTUYb
NOSIOXKMTENbHON AUHAMUKN HE YAanoch.
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g SHORT REPORTS

KPATKUE COOBLUEHUSA

Ha MOMEHT BbIMMCKM MEePEeHOCMMOCTb MEPBOro Kypca
nonuxmmunotepanumn no cxeme FOLFIRI (peaykuuns Ao3bl
50%) 6bln1a pacLeHeHa Kak yaoBneTBoputenbHas, 6e3 Kiu-
HUYECKN 3HAYUMbIX OCNIOXKHEHWI (pa3BMBLUASACS NenKone-
HUS He conpoBOXAanacb WMHOEKLMOHHbIMU 3NU304aMMK).
MHCTpyMeHTanbHas oueHKa MNpoTMBOOMYXONeBOro OTBeTa
(pepyKums, ctabunusaumns unuM nporpeccupoBaHne obpa-
30BaHUs NonNepevyHo-o60404HON KULWKKW) B Nepuoa AaHHOM
rocnutanuMsauunm He npoBoaunacb. Mcxon rocnutanusa-
UMK — 6e3 3Ha4YUTENbHbIX NEPEMEH B COCTOSHUM pebeHKa.
MauneHTKa 6blia BbiNKUCaHa ¢ PEKOMEHAAUMAMU NS POaU-
Tenew No NPOAOIKEHUIO CneLnanM3npoBaHHOro yxoaa.

B cBA3WM € yTpaToM KOHTaKTa C NauneHTKOoM nocne Bbinu-
CKM 0O6beKTMBHasa nHopmaLmsa O KPaTKOCPOYHOM OTBETE
Ha MPOBEAEHHYD XMMWOTEpPanuio, NePeHOCUMOCTHU Mnocre-
AYIOLWKX KYpPCOB, Pa3BUTUN TOKCMYHOCTU MM OCNOXKHEHUN,
a TaKxe 0 cTaTyce nauMeHTKMU Nocie BbIMUCKK OTCYTCTBYET.

MporxHos

MMpOrHO3 B OTHOWEHWU MPOLOMKMTENBHOCTU MKU3HU
ABNAETCS KpanHe HebnaronpuaTHbIM. TSXKEeCTb COCTOSAHWUS
pebeHKa ob6ycnoBneHa KPUTUYECKOM KOMOPOUAHOCTbIO —
coyeTaHMeM arpeccuBHOM, MeTacTatMyeckon GbopMbl paka
M AEKOMMNEHCMPOBAHHOMW, TSXeNon ¢GOpMbl COCYAUCTbIX
HapyweHui. CoyeTaHHOEe TevyeHue 3aboneBaHWM npuBe-
N0 K OrpaHW4yeHusaM, KOTOpble 3HAYUTENIbHO YCNOXHSAOT
BblI6Op TaAKTUKKW NleYeHUs: HEBO3MOXHOCTb pajuKanbHON
OHKONOTMYECKON XMPYPrUM U Ha3HaAYEeHUs MOSHOLO30BOM
XMMMOTEPaNUU MK3-3a HeJaBHEro CenTUYeCcKOro LWokKa,
CKK u 0o6llero ucTolleHusl, a TaKXe NpoTUBOMNOKa3aHuUs
4NS CTaHZapTHOM ANs 3TOro TMna paka TapreTHow Tepanuu
(aHTH-VEGF-npenapataMn) n3-3a KpanHe BbICOKOro pUcKa
KpoBOTEYEHUI, 06YCN0BNEHHOro 06LWNPHbIMKM ABM.

Taknum 06pa3om, HEBO3MOXHOCTb MPOBEAEHNS afeKBaT-
HOW NPOTMBOOMYXONEBON Tepanun Ha GOHEe PE3KO CHUMKEH-
HblX pe3epBOB OpraHn3mMa W NOCTOSIHHOWM Yrpo3bl KPOBOTE-
YEHUN NPUBOAUT K TOMY, YTO OXKMAAeMas BbIXKMBAEMOCTb
CYLLECTBEHHO MEHbLUE CTaHAAPTHON MeanaHbl 4Na meTacTa-
TUYECKOro KONOPEKTaNbHOIoO paKa.

BpemeHHasn wKana
XpOHONorng pas3BuTUa 60M1e3HU Y NauneHTKH P. n ee
K/l0YeBble COOLITUS NPeacTaBeHbl Ha puUc. 2.
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MPABOI HYKHEW

KOHEYHOCTH C

CHMHIOWHOCTRID KOXK

CHUHOPOM KNWUNNENA-TPEHOHE.

TA3A, NPOMEXHOCTW, NPABOW
HUXHEW KOHEYHOCTKH

FHOTOIIOI'H"IECEQOE l‘lz?I.CﬂEﬂOBAHME oT

CUHAPOMA

OBHAPYXWNWU KAPLMHOMY IN SITU BEICOKOWN
CTENEHW 3NOKAYECTBEHHOCTH

05.06.2024 - 18.06.2024 / MATKBE

PEBEHOK NOCTYNKN ANA
AOOBCNEAQOBAHWA W NPUHATUA
PEWEHWA O QANBHEWLUEWN TAKTUKE
BEAEHWA

MPT OBN U MT C KY OT

-

KONOHOWNEOCKONWA OT 13.06.2024

HA YPOBHE C/3 NONEPEYHOW OBOA0YHOW KUK NPOCBET 3AHUMAET

ONYXONEBWAHOE OBPASOBAHWE, NOBEPXHOGTE MOKPLITA TKAHEBBIM

OETPUTOM W ®UEPWHOM. YPOBEHb OBPA30BAHKMA HENPOXOAWM ANA
KONOHOCKOMNA, BBINONHEHA BUONCUA OEPA3SOBAHWA

r

FTMCTONOTNM4YECKOE MCCNEAQOBAHMUE OT 18.06.24

APTEPWOBEHO3HARA MANbLSGOPMALIMA % PESEKUWA NPABLIX OBLKWX, HAPYXHbIX W

AFKE N:13 UM. ©UNATOBA H.@.
rOCNMTANM3AUWMA NO NOBOAY

BbLIABNEHO OEPA30BAHUWE B
NONEPEYHON OBOACYHON KULLKE,
MNEPEKPBIBAKOLLIEE NPOCBET

NPU3HAKW YBENWHEHWA NEYEHW C
MHOECTBEHHbLIMW OYATOBbBIMIA
OEPA3OBAHUAMK

OBCYXAEHMUE

MpeacTaBneHHbIN KNIMHUYECKUI CllyYan MMeeT UCKITI0YUK-
TENbHYO HAy4YHYIO U KIMHUYECKYIO LEHHOCTb, AEMOHCTPUPYS
KparHe pegKkoe W croxHoe co4vetaHne CKT m arpeccus-
HOW yMmepeHHO anddepeHUnpoBaHHOW afeHOKapLUHOMbI
nonepeyYHo-060404HON KULLKK Y MALMEHTKM NOAPOCTKOBOIO
BOo3pacTa. 3aboneBaHne pa3BMBaNOCb Ha QOHE THKENON
COCYyAWCTOM MaToNOorMu, MOCTENEHHO TpaHCHOPMUPYSCb
B CMCTEMHbIM OHKOMOrMYECKMI NpPOLIECC.

HaumHanocbk Bce ¢ CKT — peakoro BpOXAeHHOro 3a6o-
fleBaHus, CBSI3aHHOro ¢ MyTauuen B reHe PIK3CA. 3T1a
MyTauus ABASETCA MPUYMHOM YPE3MEPHON U HEPErynmpy-
emMon aKTuBauuun curHanbHoro nytn PISK/AKT/mTORCY,
4YTO NEXWUT B OCHOBE MaToreHesa paspacTaHus TKaHew
(rmnepTpodmn KOHEYHOCTH) U GOPMMPOBAHUA OOBLWMPHbLIX
cocyamncTbix Mmanbdopmauni. Nytb PIBK/AKT/mTORC1 aBnq-
eTCsl YHMBEpPCaA/bHbIM PEryasTOPOM KJIETOYHOW nponude-
pauuu, pocTa M BbIXXMBAHWSA, U €F0 AUCPETrYNALMS WNPOKO
M3BECTHA KaK K/t04EBOM MeXaHW3M OHKOreHesa.

PaHHaa MaHubecTauusa ageHoKapuuMHOMbl y pebeHKa
(3aboneBaHue ¢ YactoTon 1 cnyyan Ha 1 MJH B AETCKOM
nonynaumm [31]) Ha ¢oHe CKT nogHUMaeT KPUTUHECKWUW
BOMPOC O NMOTEHUMaNbHON B3aMMOCBA3N MeXAy MyTaluewn
PIK3CA v MNOBbILWEHHBIM PUCKOM 3J/IOKA4YE€CTBEHHbIX HOBO-
ob6pas3oBaHui. YumtbiBasd, 4to PIK3CA gBngetca M3BeCT-
HbIM OHKOTeHOM, ero comMartuyeckue MyTauuun npu PROS-
CMHApPOMax (CMeKTp WM36bITOYHOrO pocTa, CBA3aHHbIN
¢ PIK3CA) MOryT CnyuTb MOLWHbIM Mpegpacnonaralowum
daKToOpoM AN pa3BUTUS 3/1I0KAYE€CTBEHHbIX HOBOOOGPa30-
BaHW AaKe B OTCYTCTBME TPAAMLIMOHHbIX GaKTOPOB PUCKa,
HaKanInBatLWKUXCs C BO3PACTOM.

[narHocTnKa 3/10Ka4eCTBEHHOr0 HOBOOOPa30BaHUSA
Oblfa CyLLECTBEHHO 3aTpyAHEHa M OTCPOYEHa U3-3a TAXKEN0N
KOMOPOWOHOCTU U OCTPbIX OC/IOXKHEeHMN (OKH, nepuToHuT,
CENTUYECKMI LIOK), KOTOpPble MAaCKMpOBalM OHKOMOruye-
CKYIO CUMNTOMAaTUKY. HavyanbHble KIMHUYECKUE NPOSBIEHUS
(601b, KPOBb B CTyNe) OblN HecneunduiHbIMK, 4TO Tpebo-
BaJi0 MNPOBEAEHUNA TwaTtenbHoOM AndpdepeHumnanbHON ava-
rHocTukM ¢ B3K, cocyancTteiMn ManbdopMauusamm, UMUTUPY-
OLMMM OMYXO0Nb, U 3/10KAYECTBEHHLIMU MEPEPOKAEHUAMM
ABM. OKoH4aTenbHasa BepuvduKaLuMsa AMarHo3a ageHoKap-
LMHOMbI CTaja BO3MOXHa TOJbKO MOCNE KOMIMJEKCHOIO
MHCTPYMEHTaNbHOro 06CNeA0BaHUA U TMCTONOMMYECKOrO

MATKE; 19.09:2019 MArKG, 01.03.2024

CHUMNTOMbI OCTPOR
KULWEYHOW
HEMNPOXOONMOCTH

BbINONHEHA ONEPALIMA: NEPEBA3KA W

BHYTPEHHWX NOAB3A0LWHbIX APTEPWIA W
BEH. 3K3APTUKYNAUWA NPABOrO BEAPA

04.03.24 - 03.04.24

HAXOOWNACH B OPWUT C AUATHOZOM
“CENTUHYECKMW LWOK, NEPGOPALNS
NONOro OPTAHA, KANIOBLIA NEPUTOHMT,
CWHAPOM KOPOTKOW KNLIKW"

KOPOTKOW KMLWIKKA

—

14.06.24

%

N

PEHTTEHOTPAMMA OPTAHOB GPIOLUHOW NONOCTU C MACCAXEM
KOHTPACTHOIO BEWECTBA NO KUWEYHWKY

ANATHOCTWUPOBAHA YMEPEHHO-AN®OEPEHLUWPOBAHHASA
ANEHOKAPLUWMHOMA. OBLLIEE COCTOAHWE PEBEHKA TAXXENOE

Puc. 2. XpoHonorus Kn4eBbix COObITUI y NauneHTKH P.
Fig. 2. Timeline of key events in patient R.



nepecMoTpa Martepuana, KOTOpbl MOATBEPAMA Hanuyue
3/10Ka4YeCTBEHHbIX K/TIETOK OMYXO0H.

CoyeTaHMe arpeccuMBHOro MeTacTaTU4YeCKOro paka
(c HeGnaronpuaTHoW MyTauuen KRAS, nporHosupytouen
HU3KYI0 YYBCTBUTENIbHOCTb K CTaHAAPTHOM Tepanuu) c Tsxe-
IOM KOMOPGUAHOCTLIO MPUBENO K OFPaHUYEHUSIM B ne4veb-
HOWM TaKTWKe: HEBO3MOXHOCTM NPOBeAEeHUs paguKanbHOM
OHKONOIMYECKON onepaunmn U Ha3HaYeHWs NOSHOL030BOM
XMMUOTEPANUKU, KaTeropMyecKkoMy npoTMBONOKa3aHwuio
ONS NPUMEHEHUs TapreTHbIx npenapaTtoB aHTU-VEGF (Hanpu-
Mep, 6eBalmdymaba) n3-3a Hann4ms O6LLIMPHON COCYAUCTOMN
Manbdopmaunun (ABM).

OTgenbHoe BHMMaHWe B KOHTEKCTe Tepanuu nauMeHToB
¢ CKT cneayeTt yaenutb NOTEHLMANbHOMY BAUSHUIO ANNTENb-
HOM MMMYHOCYNPECCUBHOW Tepanuu, BKJYas CUPOINMYC
(MHrM6uTop MTOR). XoTA cuponumMyc 3pHEKTUBHO KOHTPO-
nupyet pocT ABM, ero cnocobHoOCTb NoAaBnsTb NPOTUBOONY-
XONEeBbIN UMMYHUTET U BAUSATb Ha KNETOYHbIR LMK MOXKET
crnoco6CcTBOBaTbL PaA3BUTUIO U YCKOPEHUIO NpOorpeccupoBa-
HUSE BTOPUYHbLIX OMYyXONIEBbLIX MPOLLECCOB MPU AJUTENbHOM
MCMONb30BaHWK, 4YTO SBASETCS NpeaMeToOM AalbHenwWunx
ncenegoBaHum.

3AK/IIOYEHHME

[MpeacTaBNeHHbIM  KIAWMHUYECKUIM Cclydyam aBasetcsd
YHUKaNbHbIM M LEHHbIM AN MEeAMUMHCKOM nutepaTypbl.
OH NpoAeMOHCTpMpOBal, YTO NMPOrHO3 OCTaeTcs KpanHe
He6naronpuaTHbIM Aaxe Ha poHe MpoBedEeHHOW XMMMUO-
Tepanuu, YTO YKa3blBaeT Ha arpecCUBHOCTb OMyX0/JeBOro
npowuecca M CNOXHOCTb JIeYEHUS B YCNOBUSAX THAXKENO-
ro COCTOSIHMS MauuMeHTa M CONyTCTBYKOWEN MNaToNOMMK.
HeBO3MOXHOCTb NpOBeAEeHUs afeKBaTHOW M MNONHOAO-
30BOM MPOTMBOOMYXOJEBON Tepanuu MNPUBOAMT K TOMY,
4YTO OXMAaemas BbIKMBAEMOCTb CYLECTBEHHO MeHblle
CTaHAapTHOM MefuaHbl AN MeTacTaTMY4EeCKOro KONOpeK-
TanbHOro pakKa.

KnnHnyecknin cnydyam nogyepkuBaeT KPUTUYECKYIO
BaXKHOCTb OHKOIOTMYECKOW HAaCTOPOXKEHHOCTU M TWaTeNb-
HOrO CKPWMHWHra (BKAOYAA MONEKYNAPHO-reHeTu4yecKkune
nccnefoBaHng) Ha npeameT 3/10Ka4YeCTBEHHbIX HOBOOG-
pa3zoBaHui y Bcex nauuneHtoB ¢ CKT u apyrummn PROS-
cuHgpomamu. Heobxogmma paspaboTKa nepcoHann3npo-
BaHHbIX CTpaTerni nevyeHus, KOTopble CMOryT y4yuTbiBaTb
He TONIbKO OHKONOTMYECKYI0 arpeccnBHoOCTb M KRAS-cTaTyc,
HO M TSXKeNble COCYAUCTbIE PUCKM, 0BYCNOBNEHHbIE OCHOB-
HOW reHeTMYecKoW NaToNOrnen, a TakKe NoTeHuManbHble
PUCKM, CBA3AHHbIE C AOJITOCPOYHON MMMYHOCYNpPECCHEN.

WHOOPMUPOBAHHOE COIJIACUE

Mpn npoBeaeHUM LaHHOTO WCcnefoBaHUs BCe Mepco-
HaNnbHble [JaHHble nauueHTa O6binn TwaTenbHO o6es3nuye-
Hbl B COOTBETCTBMM C TpebGOBaHUAMM 3aKoHOAaTeNbCTBa
0 3aluuTe NepcoHasibHbIX JaHHbIX. 3aKOHHbIE NpeacTaBuTe-
N1 NaumeHTa ganan nucbMeHHoe MHGOPMMUPOBaAHHOE corna-
cve Ha Ny6nnKaLMIO KIMHUYECKOrO clyyas B MEAULIMHCKOM
ypHane «[leguatpuyeckasn papmarkonorus» 27.04.2025.

INFORMED CONSENT

During this study, all personal data of the patients
was carefully depersonalized in accordance with the
requirements of the legislation on personal data protection.
The patient’s legal representatives gave written informed
consent to the publication of the clinical case in the medical
journal “Pediatric Pharmacology” on 04/27/2025.

BbIPAXXEHME NPU3HATE/IbHOCTU
ABTOpbl BblpaxatT 6naroapHOCTb KONNEKTUBY
MopO30BCKOM AETCKOM FOPOACKON KIMHUYECKOW 6O0NbHU-

ubl (MArKB) 3a npepgocTaBneHWe KIMHUMYECKOro cnyyas
W coaevcTBue B ero feTanbHOM M3YyYeHUU, YTO NO3BOJU-
/10 OLLEHWTb BbICOKMI YPOBEHb OKa3aHHOW MeAWMLMHCKOM
NOMOLLM.

OTaenbHas U UCKPEHHSAA NPU3HATENbHOCTb BblpaxaeT-
Csl HaweMmy Hay4YHOMY PYKOBOAMTEIO, PYKOBOAUTENIO CTY-
[EeHYeCKoro Hay4yHoro Kpy>kka PHUMY wnm. H.W. Muporosa
Jllo6oBn EBreHbeBHe JlapuHon. Ee HacTaBHMYeECTBO,
NOCTOSAHHAsA MNOAAEPKKA W KOHCTPYKTUBHblE 3ameyvyaHus
Ha aTane NOAroToBKM paboTbl CTanu KAYeBbIMU GaKTopa-
MU, 06ecnevymBLIMMK BO3MOXKHOCTb A5 Hawero yrny6neH-
HOro aHanusa.

Mbl TaK)Ke WCKpeHHe 6narogapHbl nevawemy Bpa-
4yy — pgeTckomy oHkonory EneHe OneroBHe be3aofibHOBOW.
ABTOpPbI C NPU3HATENLHOCTLIO OTMEYaloT ee BbICOKME MpPo-
deccroHanbHble KayecTBa W gobpoxkenatesbHoe coaen-
cTBME B HabNOAEHMM 3@ NMaLMEHTOM, 4TO UmMeno 6onbloe
3Ha4yeHue and Hawen paboTol.

Bnarogapvm 3aBeaylolero oTAeleHneM peaHnmaLmnm
Xupypruyeckux 6onbHbix MATKB AMmutpus BanepbeBuya
[opoxoBa 3a ero HeoLeHUMbIN BKNaj B BefeHwe nauu-
eHTa.

Ocobyto NpU3HaTENbHOCTb BbiparKaem AOKTOPY Meau-
LMHCKMX HayK, 3aMecTUTesl0 FMaBHOro Bpaya No OHKO-
normn MATKB 3nne BsdvecnaBoBHe KymunpoBoW 3a ee
npodeccMoHanbHblM B3rNa4, pefaKTMpoBaHuWe TeKcTa
W yTBEPXKAEHME OKOHYaTeNbHOW BEPCUU PYKOMUCHU
K ny6anKaumu.
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