142 KINHNYECKWE HABNIOAEHNA

© 2023 DIBY «HMALL N
v Owimpra Poravesa»
MnH3opasa Pocam
Moctynuna 28.03.2023

MpuHsaTa K nevat 17.04.2023

KoHTakTHasa nHgopmaums:

XauatpsH /lnnm Anb6epToBHa,

KaHf. Mef, Hayk, 3aBefyolias
60KCVPOBaHHLIM OTAeNeHnemM remaronorum/
oHkonorun Prey «HMUL, Arou um. Amutpus
Poravesa» MuH3gpasa Poccumn

Appec: 117997, Mocksa,

yn. Camopbl Mawena, 1

E-mail: lili.2510@yandex.ru

© 2023 by «D. Rogachev NVRCPHOI»

Received 28.03.2023
Accepted 17.04.2023

Correspondence:

Lili A. Khachatryan,

Cand. Med. Sci., Head of Hematology/
Oncology Isolation Unit at the Dmitry
Rogachev National Medical Research Center
of Pediatric Hematology, Oncology

and Immunology, Ministry of Healthcare
of the Russian Federation

Address: 1 Samory Mashela St.,
Moscow 117997, Russia

E-mail: lili.2510@yandex.ru

DQ: 10.24287/1726-1708-2023-22-2-142-151

KanowunopMHbIv ninmdpaHrnomaros
Cc JoeHomeHOM Kasabaxa-MepputT

N.A. XauvaTpsH, 'A. HosuukoBa, M.C. BacunbeBa, W.C. Kneukas, A.l. LWep6akos,
AA. MacuaH

®rbY «HaunoHanbHbli MeAULMHCKUIA nccnefoBaTeNbCKUIA LLEHTP A48T CKOM remaTonorum, OHKoNornm
M UMMyHonorun um. mnTpua Poravesa» MuHsgpasa Poccumn, Mocksa

KanowwmdopmHbiii numdpaHrmomatos (kaposiform lymphangiomatosis, KLA) - 310 arpeccrBHas
nmmdpaTyeckas aHomanms, coyeTalolascs C NOpadKEHWEM KOCTel, Cepo3uTamy pas/nyHow
Jokanmsaumn, passutreM theHomeHa Kasabaxa-MeppuTT, a Takke BbICOKVM YPOBHEM MHAPEKLIMOHHBIX
OC/OXXHEHWIA. B HacTosiLee Bpems MexayHapoaHbIM O6LLIECTBOM MO M3YHEHUIO COCYAUCTbIX aHOMauiA
(International Society for the Study of Vascular Anomalies) KLA paccmatpyBaeTCcs Kak NnofTun
reHepasM3oBaHHoOl MMdaTiecKoli aHomanmn. B KayecTse creuydpmyeckoli Tepanumn yalle BCero
npymeHsieTcss MTOR-MHIMGUTOP panaMyLyH B KOMOGMHALMM C CUMMTOMATNYECKM fiedeHriem. OfHako
€0VHbIX CTaHOAPTOB BeAeHs MauyeHToB HeT. Jake mpy COBPEMEHHON AMarHOCTUKE U KOMIIEKCHOW
Tepanun 5-NeTHASA BbDK/BAEMOCTb COCTaBNAET 51%, a cpenHas NPOAO/DKUTENBHOCTL XU3HN - 2,75 roga.
B faHHOI cTaTbe NpeAcTaBieH Kaccuyeckuin cnyyvain KLA, npoTekaBLumii B cCOHeTaHnn ¢ heHOMEHOM
Kasabaxa-MeppuTT, € ycnelHbiM NpMMEHEHMEM B KayecTBe CreumdiMYeckoi Tepanum panamyuyHa
1 IMNOCOMaIbHON (hopMbl AOKCOPYOMUMHA. PoauTenn naupeHTa Jasm corflacvie Ha UCTOofb30BaHue
yHchopmaLyn, B TOM uwcne dhoTorpadmin pebeHKa, B Hayu HbIX UCCNIEA0BAHMAX U My6/MKaLmsX.
KntoueBblie cnoBa: kanowngopMHbIi nuM@aHrnomaTtos, nuMmdartnyeckas Mmanbopmauuns, eHomMeH
Kazabaxa-Mepputr

XauarpsH JLA. v coaBT. Borpocs! remaronorMi/oHKOsIoNmn 1 UMMyHONarorion/n B netyarpnn. 2023, 22 (2):
142-51. DQ: 10.24287/1726-1708-2023-22-2-142-151

Kaposiform lymphangiomatosis with Kasabach-Merritt phenomenon

LA Khachatryan, GA Novichkova, MS Vasilieva, 1.S Kletskaya, AP. Scherbakov, AA Maschan

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Kaposiform lymphangiomatosis (KLA) is an aggressive lymphatic anomaly associated with bone involvement, serositis occurring
at various sites, the development of Kasabach-Merritt phenomenon, and frequent infectious complications. The International
Society for the Study of Vascular Anomalies classifies KLA as a subtype of generalized lymphatic anomaly. The mTOR-inhibitor
rapamycin in combination with symptomatic treatment is the most common specific treatment. However, there are no standard
approaches to the management of KLA. Even with modern diagnostic tools and combination therapy, the 5-year survival rate is
51%, and the average life expectancy is 2.75 years. This article presents a classic case of KLA associated with Kasabach-Merritt
phenomenon that was successfully managed with rapamycin and a liposomal form of doxorubicin as specific therapy. The
patient's parents gave consent to the use of their child's data, including photographs, for research purposes and in publications.
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nowundopmHbIin numcanHrnomartos (kaposiform

lymphangiomatosis, KLA) npeactaBnsiet coboii

rPECCUBHYI0O NUM@aTuyeckylo aHomasuio,
coyeTalLWyCcsa C nopaxeHuWem KoOcCTeld, cepo3u-
TaMu passiMyHOl foKanusauum, pasBuTnem Tpomobo-
LUTOMEHMM U Koarynonatum notpebrieHns, a takxke
BbICOKMM YPOBHEM WHMEKLNOHHbIX OCNOXHEHWNA,
KOTOpble 06yC/0BAEHbl BTOPUYHOW runorammarnoby-
nnHemwuen [1].

TepMUH «KanowngopmMHbIA NMMmdaHrmomaTos»
Bnepsble 6bl1 NpeanoxeH B 2014 r. S. Croteau 1 coasT.
B cBoeii ny6nukaummn “Kaposiform Lymphangiomatosis:
A Distinct Aggressive Lymphatic Anomaly” B Journal of
Pediatrics aBTOpbl peTPOCNEKTUBHO MpoaHan3MpoBaiv
rMcTonornyeckne npenapatbl, HanpasfeHHble B LieHTp
COCYANCTbIX aHOMasIMii BOCTOHCKON AeTCKOW 60/IbHULLbI

B nepuog ¢ 1995 no 2011 r., v BbiABUAK 20 criy4aes co
CXOXXVUMMW TMCTONIOTMYECKUMUN n3MeHeHusaMU [1].
BonesHb pa3BuMBaeTcA 0ObIYHO B pPaHHEM [ETCKOM
BO3pacTe, 3a4yacTyld HOCUT BPOXAEHHbI XxapakTep,
MaHUecTMpys B MNepBble CYTKW XW3HU NGO BCKOpe
nocne poXxaeHvsl, 1 NpeacTasnseT coboi O4YeHb peaKyio
naTonoruio; Yactota BCTPEYaEeMOCTU HEeN3BECTHA.
Beuay peakoctu gaHHoro 3abonesaHus mecto KLA B
Knaccuukauum octaeTca A0 KOHUa HeornpenesieHHbIM.
CornacHo nocnefgHeit knaccudukauum MexayHapoa-
HOro obuectsa Mo U3y4eHW COCYAMUCTbIX aHOManwi
(International Society for the Study of Vascular
Anomalies, ISSVA) (2018) KLA onpepgensetca Kak
NOATVN reHepasIM30BaHHON MMMMATUYECKO aHoOMaTum
(generalized lymphatic anomaly, GLA) c 6onee Bbipa-
XXEHHOW K/IMHWYECKOW KapTWMHOM 1 XyAWwnM MpOrHO30M
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(pvcyHoK 1). OpHako faHHoe pelleHue ocnapuBaeTcs
pasnnyHbIMK rpynnamu uccnegosarenein [2-4].

NumchaTtnyeckas cocygucras cuctema sBnseTcs
dhyHAaAMEHTaNbHON ANA UHTEpPCTUUMANbHON TKaHW U
WMMYHHOI cuCTeMbl. DOKasibHble U reHepann3oBaHHbIe
aHoManuMuM B CTPYKType numdpatnyeckux cocynos
NPMBOAAT K TsKenbiM 3abonesaHnsaAMm. KnunHuyeckas
KapTuHa W CNeKTp OCNOXHEHWA, NpeAcTaBfeHHbIX OT
dheTanbHbIX aHOManWin 0 pa3BUTAA OCTPOI W XPOHU-
YeCKOW N1eroyHoli HefoOCTAaTOUHOCTW, 3aBUCAT OT JlOKa-
nusauuy nopaxeHus M Bo3pacTa MaHudecTauuu
3aboneBaHus. Yalle Bcero B naTonornyeckuii npowecc
BOB/IEKAIOTCA OpraHbl rPyAHON KNeTKW, Y4TO MpUBOAMUT
K pasBuTUIO BbINOTA, UHTEPCTULMANBHOIO MOPaXKeHus,
pacwupeHna MeguacTUHaNbHbIX WKW GPOHXONY/b-
MOHaNbHbIX NumMmdgaTuyeckux ysnos [5, 6]. Hepeako
NoOKasbHble W3MEHEHWs B TPYAHOW K/eTKe COnpoBO-
XKOAKTCA CUCTEMHBLIMU U3MEHEHUAMU: MopaKeHuem
KOCTeW, ceneseHkn, NMMAenemMoi, KOXHbIMU nopaxe-
HUAMK, NMMdopeeli. MNMpuMepoM Takoin NaTonorMm MoXeT
cnyxutb KLA. S. Croteau 1 coaBT., BMepBble onvcasLume
ceputo cnyyaes KLA, coctoawywo u3 20 naymeHToB,
OTMETWUNN, YTO BEAYLLMMU NPU3HaAKaMu ABNAIOTCA pecrnu-
patopHble cumnToMbl (50%), NoLKOXHLIE HOBOOGpPAa30-
BaHust (35%) u kposoTeueHus (50%) [1]. Kak B gaHHOi
ny6nvkaumun, Tak u B nocnegyolmx paborax Hambonee
4YacTbIMU ABNANIUCL PecnUpaTopHble CUMMTOMbI.

TsHKecTb KAMHWYECKOW KapTWHbl onpefensiercs
cnegyrowmnmn hakTopamu:

1) pa3BuTMEM CEPO3HbIX UM CepO3HO-remopparu-
YeCKMX BbIMOTOB Pas3/IMYHONA nokanm3aummn (nepukapgu-
anbHble, nnespanbHble, acuut) [1, 7-9];

2) 06bEMOM OMyXO/N N €e WHBA3WBHbLIM POCTOM,
3a4acTyl0 CoYeTallWMMCA CO CAABMEHNEM YXN3HEHHO
BaXXHbIX OpraHos [4] u

PucyHok 1

Knaccudmkauus ISSVA (2018)

Figure 1
ISSVA dassification (2018) )
KLA- kapasiform lymphangiomatosis
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3) gecTpyKumein KOCTHON TKaHW C NaTtonormyeckumm
nepenomamy, yaule scero pebep [8, 10];

4) pa3BUTUEM XUIHEYTPOXAIKLWMX reMmopparnye-
CKMX ocnoxHeHnuit [1, 11], T. e. peHomeHOM KazabGaxa-
MepputT (PKM).

®KM npepactaBnser cob0oil OnacHykw Ans XU3HK
TpombGouMTONEHUIO W Koarysonatuio notpebneHus,
CBSI3@HHYI0 C peAKVMU FeMaHrno-nnMgaHrmoreHHbIMu
aHoOManMAMK, TakuMy Kak KanowndopmHas reMaHrmo-
sHpoTtenuoma (kaposiform hemangioendothelioma,
KHE), nyukoBasi aHruoma, KLA, MynbTUOKasbHbIN
numdaHrnoaHgoTennomatos ¢ TpombouuToneHmei,
6bICTPOMHBONIOTUPYIOLLASA BPOXAEHHAss remaHrmoma
[12, 13]. Bbicokass BEpOATHOCTb Pa3BUTUSA XU3HEYrpo-
XKawlero remopparmyeckoro cuHgpoma npu AaHHoM
COCYAMCTO aHOMasin CBA3aHa Mnpexae BCero ¢ Haau-
yrem NuMA@aTUYecKoro KOMMOHEHTa, NPUBOAALLEro K
pasBUTUIO /IOKa/IbHOrO Tpomboobpa3oBaHusa [12-14].

HecMoTpsA Ha APKYI0 KWMHUYECKYID KapTuHY, npu
MOCTaHOBKeE fuarHosa pellawliee 3HavyeHne umeet
rmcronornyeckas sepudukauusa. MNpu rucrtosnornye-
CKOM WcCnefoBaHUN onpefensoTca MHOrOYMC/IEHHbIE
aHomanbHble LWenesnaHble nuMaTnyeckme cocypasbl,
BbicTNaHHble CD31+#Podoplanin¥CD34"-aHaoTennem
(ananornyHo TakosbiM Mpu GLA), Kpome TOro, npucyT-
CTBYIOT KnacTepbl napasifieNlbHo WK HeynopsgovyeHHo
pacnonoXeHHbIX BEPETEHOBUAHLIX KNETOK (HanomMuHa-
owmx KHE), ogHako chopmupoBaHue TunmyHelx ansa KHE
ponek wn gudpdhy3Heix nonein He oTmevaeTcs. B okpy-
XawLwmx TKaHAX onpegensetcs ubpos, remMocuaepos,
3KCcTpaBasauus aputpoumTos [1].

Ha npakTtuke, ofiHako, NpoBefeHVe BUOMCUN MOXeT
6bITb 3aTpyAHEHO BBUAY r1y6oKol TpoMboLMTONEeHMN
N Koarysnonatuy noTpebsieHns, a Takxe 3ayacTylo
CNOXHOW aHaTOMMe NaToN0rM4yeckoro npolecca.
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Mocne nepsoro ynomuHaHusa KLA B nutepatype
B 2014 r. HECKO/IbKO He3aBUCUMbIX TPyMn YYeHbIX
(M. Ozeki un coasT., S. Barclay n coaBT.) npoBenu reHe-
TUYECKOe UCCMef0BaHNe - TeHOMHOE CEKBEHVpOBaHue
6vontatoB ob6bpa3zoBaHWsA U 3kccygaToB. B 2019 r.
S. Barclay u coaBT. 6bliM onucaHbl coMaTUyeckune
mMyTaummn B reHe NRAS p.Q61R y 10 u3 11 naumeHToB C
KLA. NRAS npeacTtaBnsieT co60il MPOTOOHKOreH, Koau-
pytowmii STPa3zy, y4acTBYHOLLYO B pErynsiuun KNeTo4Hol
nponudepauny ¢ NOMOLLbI CUrHaNbHbIX NyTein MAPK 1
PI3K/AKT (pucyHok 2) [15, 16]. MyTaumsi B reHe NRAS
NPMBOANT K MEepPMaHEeHTHON aKTMBauuW CUTHaNbHbIX
nyTei, nogfepxunBas HEKOHTPOSIMPYEMYHO KETOYHYI0
nponugepauuto [17]. FeH NRAS aBnseTcs 4neHoMm
cemeiictBa RAS, B koTopoe Takke BXoaaT reHbl HRAS u
KRAS, yacTo accouuvpoBaHHble C pas/IMyHbIMA OHKOJ10-
rmyeckumu 3abonesaHusmn. MosgHee M. Ozeki un coasrT.
0GHaPYXXUNN UOEHTUYHBIE MyTaLMN He TOSIbKO B KNeTkax
cocygucToro obpasoBaHus, Ho 1 B JHK, BblgeneHHol u3
nnasmbl ¥ NAEBPasIbHOrO BbINOTA METOAOM KanesbHol
UMdPOBOI MONMMEpPA3HON LenHo peakuun [18].

EavHana TepaneBTuyeckaa Taktuka gnsa KLA Ha
CEeroAHsWHNIA AeHb OTCYTCTBYeT. TepaneBTU4eckue
noaxofdbl B LEOM BblXuUAaTeNlbHble U HOCAT CUMMTO-
MaTMYEeCKNA XapaKTep C y4eTOM Ob6bemMa OC/IOKHEHWA,
BK/IlOYAsA ApeHupoBaHue MosocTeld, MUCNo/b30BaHue
6ucgocgaHaToB, ButammHa D3. Hanbonee mHoroo6e-
LWarLWmMM B HacTosiLLlee Bpems BbIrNAAUT NPUMEHeHue
MTOR-MHrM6uTOpa panamuuuHa. M3BectHo, 4TOo pana-

PucyHok 2

Ponb akTmBaumm reHa
NRAS B kneTo4Ho npo-
nudpepauymn 1 BO3MOXHO-

MULMH UHTMOUPYET NUMA)aHrMoreHes nyTeM CHKEHUS
aKTUBHOCTU 3HAOTENNA/bHBLIX K/IETOK NUMMaTuyecKux
COCYA0B B npefenax nopakeHHbIX TKaHel, perynmpys
BbIpaboTKy U «yTeuky» numgbl [19]. MNMpocnekTuBHoe
uccneposaHue, nposegeHHoe D. Adams u coaBT., Noka-
3a/10, YTO panamuLUH OKasblBAEeT BblpaXKeHHbI 3dhekT
Ha OCNOXHEHHble cocyaucTble aHoManuu: B 100% (7/7)
cnyyaeB y nauyueHToB ¢ GLA u B 71% (5/7) - y nauu-
eHToB ¢ KLA [20].

3aboneBaHne xapakTepusyeTtcs HebnaronpuaTHbLIM
nporHo3om. [axe mnpy CBOEBPEMEHHOW AMarHocTuke u
KOMIM/IEKCHOW Tepanun CMepTHOCTb cocTaBnseTt 55,6%
[9], 5-neTHAA BbDKMBaAeMOCTb He npeBbiwaeT 51%,
a cpefHuii MHTepBas MexXA4y AMarHo30M W CMepTbio
cocTtaBnset 2,75 roga [2, 11]. OCHOBHbIMK NPUYUHAMU
CMepTU ABNAITCA reMaTosIorMyeckmue OC/I0XHEeHuUA
(KkpoBOTEUEHMA), a TaKXe TAXenble UHMEKLUNOHHbIE
OC/IOXHEHUSA, CBA3aHHble C MNopaXeHuem OpraHoB
ObIXaHus.

KJINHWUUECKUNIW CNYYAN

PoguTtenu nauueHta ganu corfacuve Ha Mcnosb3o-
BaHve MHdopmauumn, BTOM Yucne gpotorpadmii pebeHka,
B Hay4HbIX MccnegoBaHmax u nybnukaumsax. 13 aHam-
He3a WM3BEeCTHO, YTO MPU MPOBEAEHNN MIAHOBOrO Y/NbT-
pa3BYKOBOrO uccrefoBaHUss Ha cpoke 6epeMeHHOCTM
37 Hefenb y nNnoga 6bM OTMeYeHbl NPU3HaKK /1eBOCTO-
poHHero rugpoTopakca. Cpasy nocne poxaeHus pebeHok

FaTn”sylirAnsfofaSQ

CTW TapreTHOro fieveHust inhibitors
Figure 2 A
The role of NRAS gene Mutant NRAS Acuv/tfed mutant NRAS
activation in cellular pro-
liferation and options for RNA
targeted treatment interference-
parado*- E;SLK/::-réhibitors
CUKN2A breaker BART:
RAF Inhktwtors M1
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C AMarHo30M: /IEBOCTOPOHHWUIA BPOXAEHHbIN X1TOTOPAKC,
MOPOK pasBUTUA NUMAATUYECKOl cucTeMbl (MpY ApeHu-
pOBaHWM - Xne3Has XNAKOCTb) Gbla rocnUTann3vpoBaH
B OTAe/leHNe peaHVMauun U MHTEHCUBHOW Tepanuu. B
TeyeHue nocreayoLero Mecsua OTMeYasiMcb BbINOTbI B
NnonocTb Nepukapaa, NOBTOPHbIE BbINOTbI B NIEBPASILHYHO
nonoctb (3 anu3ofa ApeHNpoBaHuUA: B Bo3pacte 1, 8 u
22 [Hel >KU3HW); COCTOSIHWE OCMOXHWUIOCh PasBUTUEM
[OBYXCTOPOHHE MHEBMOHUU CMELLaHHOW 3Tuonoruu
(BupycHas/6aktepnansHas). Mposoannacb KOMOWHU-
poBaHHasA NpPOTMBOMWKPOGHaA W CONPOBOAMUTE/IbHAA
Tepanus, BK/OYasA TpaHcy3nio apuTpoLMTapHOi Macchl
(B remorpamme - aHemwus)). B nocnepytowiem Ha npoTs-
)XEHWN MEepBOro rofja >u3Hu pebeHoK Habnwganca B
cTauuMoHape No MecTy XWTefbCTBa C HapacTatwLlei B
OVHaMUKe KVHWYECKON CMMNTOMAaTUKON 1 peuuanBmpy-
OLLVMWN M/1IEBPASIbHLIMI BbINOTaMU:

- B BO3pacTe 7 MecsiLeB Ha KOXe HWKHUX KOHEeYHO-
CTeil 1 rpyAHOI KNeTkn crnesa NosiBUIMCHL NATHa 6arpo-
BOrO LBeTa C YeTKUMU KOHTypamu C nepudokasibHbIM
6n1eHbIM OpeosioM; OTMeYasiuCb CUMNTOMbI UHTOKCU-
Kaumu (nuxopagka fo 38,5°C, BANOCTb, CHUXEHWe anne-
TUTA) W AbIXaTefIbHOl HeJOoCTaTOYHOCTM (J1IEBOCTOPOHHMIA
BbINOTHOV NIEBPUT, SIEBOCTOPOHHAS MHEBMOHUS, COMpPO-
BOXJalolyeca Kawnem). Mpu ob6crenosaHny Brnepsble
BbIIBfIEHbl U3MEHEHUA B aHan3ax KpoBW. aHeMWUs [0
61 r/n, TpombGouuTONeHna 4o 22 K 109N, noBbiWeHUe
D-gymepa o 4,4 Hopmbl. B cBA3M € gbixaTebHON Hepo-

PucyHok 3

CTaTOYHOCTLI0 pebeHOK B TeveHne 7 CyT Haxoauncs Ha
NCKYCCTBEHHOI BEHTUAALUN NErkux, npy NMoBTOPHOM
ApPeHNpoBaHnM NAeBpasibHON MOS0CTU 3BaKyMpoOBaHO
300 M remopparmyeckoi Xuakoctu; nNpoBoaunach
KOMOWHMpPOBaHHas aHTubakTepnanbHas u TpaHcdy3un-
OHHasA Tepanus;

- B BO3pacTe 11 MecsLeB Brepsble NosABMIOCHL 06pa-
30BaHWe B /1IEBOV NOAMbILLIEYHOW 061acTu, YBeNn4mBar-
Leecsa B AMHaMUKe 1 conpoBoxaatolieecs ebpuibHoi
nmxopagkoii. Mo AaHHbIM MarHMTHO-PE30HAHCHOW TOMO-
rpacoun (MPT) rpyaHoi KneTku (pUCYHOK 3) BbiSIB/IEHO
o06bemMHOe obpasoBaHue rpyaHOW KNeTku cnesa, rmapo-
TOpakc.

Mpu OpeHupoBaHMM MONYYEeHO Hebosblioe KOou-
4YeCTBO FeMO/IM3MPOBAHHON KPOBW. B aHanmM3ax Kposu
coxpaHsAnucb Tpom6GouWUTOMEHMA W Koaryaonatus
notpe6neHusi. PebeHOK Haxo4wuacs Ha UCKYCCTBEHHON
BEHTUNAUMW NErkux, Nnosyvasl KOMOMHNUPOBaHHYO NPOTYU-
BOMWKPOGHYIO Tepanuio 1 3aMeCcTUTESNIbHYI0 Tepanuio
npenaparamu KpoBsw.

Ha ocHOBaHMM COBOKYMHOCTW K/IMHUYECKUX U nabo-
paTopHbIX AaHHbIX Obl/1 MOCTaBNEH AWArHo3: CUHAPOM
Kaszabaxa-MepputT. PebeHky 6bl1a HasHavyeHa cneuu-
hnueckan Tepanua: NPonNpaHonon v NPefHU3osIoH, YTo
Mo3BO/INI0 BOCCTAHOBUTL MOKasaTesim remMorpamMmsi.

B Bo3pacTe 1 roga 1 mecsua pebeHOK rocnuranu-
3vMpoBaH B GOKCMpPOBaHHOE OTAefnieHne rematonoruu/
oHKonorun HMWL, OFOUV wm. Omutpusa PoraveBa ans

VHnumanbHas MPT MSArKuMX TKaHei wen 1 rpyaHoi KneTku, T2-B3BeLleHHoe n3obpaxenue (BA)
B MArKVX TKaHsX rpYIHOI KETKY CrieBa C PacnpoCcTpaHeHieM B CPeoCTEHME U MATKVE TKaHM LLien onpeaersieTcs o06pasoBaHvie pas-
mvepamm 10 K7 X 11 cMm, 06bem 472 M. MArkoTkaHHbIA KOMIOHEHT B 06/1aCTU /IOMaTKV (KerTas CTperka)

Figure 3

Initial magnetic resonance imaging (MRI) of the soft tissues of the neck and chest, T2-weighted imaging (M)
In the soft tissues of the chest on the left, there is a mass measuring 10x7x11 cm (V =472 mL) that extends into the mediastinum and the
soft tissues of the neck. A soft-tissue component in the area of the scapula (yellow arrow)

BOI'IpOCbI reMaTosiorMm/oHKONOrnn n nMmMmyHonartosormm B neguartpuu
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Bepudmkauny guarHosa u onpegeneHus ganbHeiwen
TaKTUKN Tepanuu.

Mpy nocTynneHun BbISBNEHbI cregywowme nsme-
HeHus B cTaTtyce:

- CUMMTOMbI MHTOKCUKaLmK,;

- U3MEHEHMS Ha KOoxe: B 0651acTu BepxHeil Tpetu
nesoro 6egpa naockoe o6pas3oBaHune OKpPyraoi hopMbl
C YETKMMW HEepOBHbIMW KOHTypamu, AMameTpom 3 Cwm,
APKO-Ma/IMHOBOrO LBETA C BEHUYMKOM CBET/1I0-KOPUYHe-
BOrO LBETa, FOMOreHHOWN CTPYKTypbl, 6e36051e3HeHHoe,
HECKO/IbKO BO3BbILLAIOLEECA Had NOBEPXHOCTLI0 KOXU
(pucyHoK 4A); Ha neBoli AroauLe OKPYroe NsiTHO CBET-
NO-CUHIOWHOTO ugeTa, 6e360/1e3HEHHOE, C BEHYMKOM
CBETN0-KOPUYHEBOTO LBeTa (PUCYHOK 4B);

- pedopmauma U acUMMeTpUs rpygHol KIeTKn 3a
CYeT yBe/IMYEeHNss B 06beMe N1IEBOr0 NieyvyeBoro nosica ¢
OrpaHUYeHNEeM ABMKEHUS B IEBOM MNJIEYEBOM CYCTaBe;

- 3HauMmoe ocnabneHve bIXxaHua B NIEBbIX OTAenax
rPYAHON KIEeTKM, a Takke paccesiHHble pa3HOoKanu-
6epHble BNaXHble W Cyxue Xpurbl.

Mpu o6cnegosaHnu:

B oblem aHanm3e Kposu: nerikounTbl 7,94 k 1091,
remorno6uH 129 r/n, tpoméoumnTel 273 Kk 109.

B koarynorpamme - 6e3 natonoruu.

KomnetoTepHas Tomorpadust (KT) opraHoB rpyaHoii
KneTkn (PUCYHOK 5): MsSirKOTKaHHOe cocyaucToe obpa-
30BaHVe cpefocTeHua U napaBepTebpasibHbIX MATKUX
TKaHel cnesa, cybaTenekrasbl N1€BOr0 Nerkoro;
BbICOKOE CTOAHWEe /eBOro Kynona pauadparmel.
HapylweHne KOCTHOIi CTPYKTypbl pebep u neBoW
nonarku.

Fmctonornyeckoe 3aknwyeHue (6Moncma Koxm)
(PMCYHOK 6): TMCTONOrMYECKNE U3MEHEHUS COOTBET-
CTBYIOT ManbopmaLmm numMmgaTnyecknux cocynos, c
Y4ETOM K/IMHWYECKUX [aHHbIX KapTWHa COOTBETCTBYET
N3MeHeHnsaM B Koxxe npu KLA.

PucyHok 4

Ha ocHOBaHWWM COBOKYMHOCTU [aHHbIX aHamHesa,
K/TMHNYECKOro TeuyeHus 3aboneBaHns M NPoBefeHHbIX
o6cnenoBaHuii pebeHKy Obin nocTtaBneH guarHos: KLA
¢ ®PKM.

PebeHKy 6blna MHUUMMPOBaHa creynduryeckas
Tepanus panamyuyHOM B CTapToBoOl Ao3e 1,6 mr/m2cyT,
a TakXke nposogunacb KOMGMHUpPOBaHHAA MPOTUBOMMU-
KpobHas Tepanus.

3a Bpemsa HabnwpeHusa (nepuog BepuduKauum
AnarHosa u Havana crneuyudmnyeckoin n cumntTomaTmye-
CKOVi Tepanuu) y pebeHka 6blna oTMeYeHa TeHAEeHUMs K
CHWXEHUI0 KoMu4yecTBa Tpom6ouuToB (4o 100 Kk 109n),
a Takxe oTpuuartefnbHas guHaMuKa CO CTOPOHbI AblXa-
TeNbHOV HepocTaToOYHOCTU (HapacTaHue OfbIWKW U
CHWKEHVe TONepaHTHOCTM K (hU3MYEeCKON Harpyske),
4yTO 6bI/I0 MOATBEPXKAEHO pe3ynbTaTaMy KOHTPO/IbHOW
KT opraHoB rpyaHoii kneTku (PUCYHOK 7).

B cBsi3n c pa3Butuem oTpuuaTenbHON AMHAMUKN CO
CTOPOHbI OCHOBHOTO 3a60/1eBaHuA (yBennyeHve oobema
06pa3oBaHns 1 CHKEHUS] YPOBHSA TPOMOOLMTOB) K crneL-
ncpnyeckoit Tepanum panammymMHom 6bina gob6asneHa
Tepanusa nunocomasnbHol hopmoit gokcopybuumHa B
no3se 30 Mr/m2 (KpaTHOCTb BBeAeHUs 1 pa3 B MecsiL).

Mo paHHbIM KOHTpOnbHOW KT rpygHoii KAeTtkw,
BbINO/IHEHHOW nocne 3 BBEAEHWIA NUNOCOMasbHOW
dhopMbl fOKCOPYOMUMHA W NPOAO/KEHHON Tepanuu
panamuupHom (PUCYHOK 8) oTMeyaeTcsl MoSIoXKMTEIbHas
OMHamMuKa: ynydlleHue nHeBMatu3auumn napeHxXmmsbl
NeBOro /Ierkoro 3a CYeT yMEHbLUeHMA WHAUAbTpa-
TUBHbIX/KOMMPECCUOHHbIX U3MEHEHWIA cnesa.

Mo gaHHbiIM MPT rpygHOW KNETKU C KOHTPaCTHbIM
ycuneHuem (PUCYHOK 9), BbINOSIHEHHOW mnocne
6 BBEAEHWIA NMNOCOMasnbHON hopMbl JOKCOPYOMLUMHA,
oTMeYaeTCcs MosIokKuTeNbHasA AVHamMuKa B Buie Bblpa-
YXEHHOIo YMeHbLUeHNs pa3mepoB obpa3oBaHua cpepo-
CTeHWs, 1eBOr0 remmuTopakca W /1eBol rPyaHON CTEHKW.

CocyaucTtoe o6pasoBaHue Ha Koxe: A - o6nacTb 6eapa; 5- o06nacTb ArogyLbl

Figure 4

Vascular malformations on the skin: A- hip region; b- gluteal region
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PucyHok 5

KT opraHoB rpy4HOI KNeTKN C KOHTPaCTHbIM yCUeHneM

M#srkoTkaHHOe CocyvicToe 06pa30BaHNe CPefoCTEHNS U MATKVX TKaHel napasepTebpasibHbIX 06acTeit crieBa. Cybarenekrasbl
JIEeBOrO JIerkoro. BbiCOKoe CTOsHVE NIEBOr0 Kyrosia Avadhparmbl. HapylueHre KOCTHOWM CTPYKTYpbl pebep 1 1eBoii flonaTky (xeras
CTperika)

Figure 5

Contrast-enhanced computed tomography (CT) of the chest

A soft-tissue vascular malformation of the mediastinum and the soft tissues of the paravertebral region on the left. Subatelectasis of the left
lung. Elevated left hemidiaphragm. Changes in the osseous structure of the ribs and the left scapula (yellow arrows)

BeHo3Has ¢hasa

HatusHas thasa Venous phase

Native phase

45 x 19 Mm
45 x 19 mm

BeHo3Has ¢hasa
Venous phase

PucyHok 6

KLA: ructonorunyeckoe (A, B) n ummyHornctoxumuyeckoe (B-A) nccnenosaHus

A- yHaCTOK KOX/. SMWaepMyC MHTaKTeH. B aepme v NoAKOKXHON >XMPOBOI TKaHW OMPeaesioTcs MHOTOHUC/IEHHbIE LLUe/eBUaHbIE
aHaCcTOMO3VIPYHOLLIME COCYVCTbIe MOMOCTY, BbiCT/IaHHbIe YIIIOLLEHHbIM SHAOTe/mMeM 6e3 NPY3HAKOB LIMTO/MOrMHecKon armmn. Okpacka
reMaToKCWIMHOM M 3031HOM, X 100; B- KiacTepbl BEPETEHOBUAHBIX KIIETOK, KPOBOW3/MSAHISA, FeMOCHAEPO03 B I/TyO0KUX yHacTKax
Jepmbl. Okpacka reMaToKCWIMHOM Y 303uHOM, X 200; B- B 3HAOTEN MM NaTo/orMyeckmx cocyoB akerpeccust CD3L, x 100; - ouaro-
Bast aKcnpeccys noforviaHuHa, X 100; [- B MENKVX COCYAaX MAKPOLIMPKY/IATOPHOTO pyc/ia Onpeaenstorcs TpoMooLTapHbie TpoMOb!
(akcnpeccua CD6B1, x 300)

Figure 6

KLA: histological (A, B) and immunohistochemical (B-) examination

A - a skin area. The epidermis is intact. Numerous slit-like anastomosing vascular spaces lined by flattened endothelium without signs of
cytological atypia are detected in the dermis and subcutaneous adipose tissue. Hematoxylin and eosin staining, x 100; b - clusters of fusiform
cells, hemorrhages, hemosiderosis in the deep dermis. Hematoxylin and eosin staining, x 200; B- CD31 expression in the endothelium of
abnormal vessels, x 100; I' - focal expression of podoplanin, x 100; - platelet thrombi are found in the small vessels of the microcirculation
(expression of CD61, x 300)
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PucyHok 7

KT opraHoB rpygHoin KNeTky C KOHTPACTHbIM YCUIEHWEM B AMHaMUKe (MHTepBasl UCCefoBaHUa cocTaBun 3 Hen)
CocyaycToe 06pa3oBaHVe CpefocTeHys], NapaBepTebpasibHbIX MArKVX TKaHel 1 HaaKMHMUHOM 06/1acTy CieBa C YBE/MUEHVIEM pa3Me-
OB B AyHaMVIKe. BbICOKOe CTOsHWE NIEBOTO Kynora avadiparMbl. JeCTPpYKTVBHbIE V3MEHEHVS NepeaHUX OTPE3KOB 2-10 U 3-ro pebdep,
3a0HUX OTAEN0B 2-4-r0 pebpa crieBa 1 JIEBOI 10MaTku

Figure 7

Contrast-enhanced CT of the chest, 3 weeks later

The vascular malformation of the mediastinum, paravertebral soft tissues and the su_BrS clavicular region on the left has enlarged. Hlevated

l';erfxtj hﬁn’rdlf?phragrln. Destructive changes in the anterior segments of the 2rdand 3dribs, the posterior segments of the 2rd4tribs on the left
the left scapula

BeHosHan theza
Native phase Venous phase
46 X 26 Mv
BeHosHan chesa 46 x 26 mm

Venous phase

PucyHok 8

MynbTucnupansHasa KT opraHos rpy,u,Hoﬁ KNEeTKN C KOHTPacCTHbIM yCU/eHnem

Cocyaycroe o6pa30|3aH|/|e CpenocTteHn, napaBepTe6paanb|x MSITKUX TKaHel 1 Haﬂ,Kﬂ}OHMHHOVI obnacTu cresa. YnyulLeHvie nHeBvAaTU-
3aLlun NapeHxXMbl JIEBOro SIErKOro 3a CHeT yMeHbLLEHNA VIH(*)VII'IpraTVIBHbIX/KOMI‘IpeCCI/IOHHbIX M3MEHeH crieBa

Figure 8

Contrast-enhanced multislice CT of the chest ) ) ] ]

The vascular malformation of the mediastinum, paravertebral soft tissues and the supraclavicular region on the left. Better aeration of the
parenchyma of the left lung as aresult of reduced infiltration/compression on the left

HamveHan cheza BeHosHas deza
Native phase Venous phase
46 X 25 Mv
BeHosHas dhesza 46 x 25 mm

Venous phase
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PucyHok 9

MPT rpygHoii knetku (T1-, T2-BW) ¢ KOHTpaCTHbIM YCUNEHNEM

Figure 9
Contrast-enhanced MR of the chest, T1-, T2-WI

B cpepocteHun, B rpygHoli cTeHke B o6nacTtu neBoro
remutopakca onpegensetcs ocTaTo4yHoe o06paso-
BaHWe C Ha/M4yMeM Kak CONMUAHOro, Tak U KUCTO3-
HOro KOMMOHEHTOB MNPUGNN3UTENIbHBIMU pa3Mepamu
po 3,0 x 3,9 x 4,0 cm, obbem 24 cm3 (6biO
no 104 x 7,6 x 11,5 cm, 06bem 472 cm3), yMeHbLLEHNE
Ha 95%. J/leBoe nerkoe yMeHbLUEeHOo B pa3mMepax, C Hau-
yMeM BbIpaXKEHHbIX IMBPO3HBIX THAXKEN, BO3MOXHO, Kak
NpOsBNEHNA BTOPUYHbIX (PMOPO3HLIX M3MEHeHuin. B
Tenax NoO3BOHKOB IPYAHOro OTAesa No3BOHOYHMKA onpe-
nensietca andpdysHasa xuposas AUCTPoduns KOCTHOrO
Mo3ra. OTMeyaeTCcs yMeHbLUEHNE KO/IMYECTBa XMUAKOCTU
B /1EBOI NneBpasibHON nonoctu. OpraHbl cpefocTeHust
cmelleHbl Bneso. OTMeYaeTCs YMeHblleHne oTeka
NMOAKOXHOM XXMPOBOW KNETUYATKMU.

B pesynbTate npoBefeHHOro cneunguyeckoro
NeyeHnss OTMeYaeTCsA BbIpaXXEHHAaA MONOXUTENbHAsA
ONHamMuKa C [OCTMXKEHMEM MOJIHOTO K/AWHUKO-remMa-
TO/IOTMYECKOT0o OTBeTa: MOJSIHOe BOCCTAHOB/EHUE
hn3nMyYecKoil akTUBHOCTW, KynupoBaHMe CUMMMTOMOB
WHTOKCUKaLMN U AbIXaTeNbHON HefoCTaTOuHOCTM, COKpa-
LLeHNe pa3mMepoB MATKOTKaHHOro obpasoBaHus 6onee
yem Ha 75% C YMEHbLUEHUEM K/TMHUYECKUX NPOSBIEHUIA
acvuMmmMeTpun 1 gedopmaumn rpygHoin knetku. CoxpaHs-
eTCcsA CTOWMKWIA remaTonornyeckuii oTeet (B remorpamme
N koarynorpamme - 6€3 OTK/IOHEHW/ OT BO3PAacCTHbIX
HOpM).

Ha MOMEeHT onucaHua [aHHOro KJAMHWYECKOro
cny4yas pebeHky nNpoBefeHO 9 BBeAEHW MNOCOMabHOM
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dhopmbl fOKCOPYGULMHA, MPOAO/HKEHA Tepanua pana-
MWLMHOM MO KOHTPO/SIEM KOHUEHTpauun npenapaTta B
CbIBOPOTKE KpOBM (TepaneBTUYecKas KOHLEeHTpauus
10-15 Hr/mn).

OBCYXAOEHWE PE3YJ/IbTATOB NCCNEOOBAHNA

YcTaHoBneHne guarHosa KLA siBnsieTcs CNoXHoM
3afjavyeil M3-3a KJAMHMYECKON HEeOoAHOPOAHOCTM
CMMNTOMOB W CXOXECTU C APYrMMWU nartonoruye-
ckumu coctoaHuamu. KLA obA3aTenbHO cnepyet
BK/OYaTb B KPYr AvdepeHumnanbHO-4UarHoctun-
YecKOoro noucka y nauumeHToB C MjeBpasibHbIMU UNN
nepuvkapananbHbIMu BbinoTaMu, 06bLEMHbIMU 06pa-
30BaHNSAMWN COCYANCTONM NpUpPOAbl 1 nabopaTopHbIMM
N3MEHEHVAMWN CO CTOPOHbI O6LLLEero aHanm3a KpoBu U
KoarynorpamMmmel.

B nepsyto ouvepeab KLA Heobxoaumo audpdepeH-
umposatb ¢ KHE. HecMOTpA Ha 0OCTaTO4YHYH CXOXECTb
rmctonoruyeckon kaptuHoel KHE n KLA (BepeTeHokne-
TOYHBIA KOMNOHEeHT npu KLA yacTo opraHvw3oBaH B BUae
N7I0X0 OTrpaHUYEHHbIX KNacTepoB WM aHacTOMO3UpPY-
HOLLMX NYyYKOB, BTO Bpems Kak npu KHE oH npeacrasneH
B Bue 6osiee OoYepuUEeHHbIX OKPYI/bIX CAUBAOLNXCA
Y3e/KOB C Yy3/10BbIMU (POKYyCaMu U MUKPOTPOM6GamMu),
K/IMHUYECKNE N PEHTIEHONOINMYECKNE MPU3HAKN OT/U-
yatotcda. KHE xapakTepusyeTcs, Kak npasuio, yHuUdo-
KanbHbIM MOPaXeHWeM MSATKUX TKaHeil (onucaHsbl
efMHNYHbIe crlyYan MYNbTUMOKaILHOTO NOPaXKeHs)
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C MaHudecTaumeinl B paHHeEM OEeTCKOM BO3pacTe, Kak
npaswio, peyb UAET O AeTAX NepBOoro rofa >XWU3HW.
[e6ioT KLA, Kak npasusio, npovcxoauT B 6onee crapliem
BO3pacTe C pecnupaTtopHOi CMMNTOMATUKON wu/mnu
remMopparMyeckum CUHAPOMOM, B TO Bpems Kak nopa-
XEHVe KOXW ObiBaeT peako. MemaToniormyeckne ocnox-
HEHWNS - KPOBOTEYEHUA/KPOBOUINUSAHUA, CBA3aHHbIE C
TpombouunTOoneHnelk u koarynonatvein notpebreHus,
UMUTUPYIOT Knaccuyeckune MposiB/IEHNA CUHApOMa
Kazabaxa-MeppuTT, B oCHOBe KOTOpOro siexut KHE.
B 1997 r. gna cuctemaTtusauumm naTonorM4yeckoro
npouecca 6bin BBeAeH TepMUH «dpeHoMeH Kasabaxa-
MeppuTT» [14], nog KOTOpbIM NogpasymMeBaloT pas3suTue
TpoMbouuTONeHNn W Koarysnonatum notTpebneHns y
naumeHToB C COCYAUCTbIMU aHOMaIUAMU, OTHOCALU-
MUCA K TeMaHIMo-IMM@aHrmoreHHbiM aHoMasuaM.
VIMeHHO NMaTNYeCcKin KOMMNOHEHT 3TUX COCYAUCTbIX
aHoManuii npuyacTeH K pas3BUTUI0O MUKPOTpOM6G006pa-
30BaHNA, KOTOpOe peanu3yeTcs B3auMOAeliCTBUEM
CLEC-2-peuenTtopa TpOM60OUNTOB C UraHAoM numda-
TU4yeckoro sHgotenus, nogonnavuHom (D-40). CreneHb
TpomMbGoUMTOMNEHNN, a TakKxKe ee A/INTeNIbHOCTb npu
KLA MeHee BblpaxeHbl, yeM npu KHE. Tlo gaHHbIM
KT/MPT KHE npepctaBneHa yHuokasnbHbIM 06paso-
BaHWEM C PasMbITbIMU TPaHULAMU, UHUNLTPUPYIOLNM
noanexatine MArkMe TKaHW, Hepeko C «Pa3BOJIOKHe-
HMeM» nognexalleli MbIEYHON TKaHW, YBennyeHnem
pernoHapHbIX NMMAaTUYeCcKnx y3nos, Ha/mymem, Kak
npasuio, NUTalLLEro 1 ApeHunpytowero cocygos. O6pa-
30BaHWe BCErga akTMBHO KOMUT KOHTPACTHbIA npenapar.
KLA xe npepcTtaBnsetr coboin andpy3Hbliil, MynbTu-
dhokanbHbI Npouecc C xapakTepHbIM MOPaXKeHNeM
OpraHoB CpefoCTeHUss W KocTeli (nmocrnegHue KpaiiHe
peako BosnekatTcs B npouecc npu KHE). PeHTreHo-
noruyeckne xapaktepuctukn KLA nepeknvkawTca ¢
GLA, Tak HasbliBaeMbiM AU y3HbIM NuMdaHrmoma-
TO30M, MpY KOTOPOM C TaKOi Xe 4acToTOl BOB/EKaeTcs
KOCTHas TKaHb, pa3BMBalOTCA M/eBpasibHble N Mepu-
KapAuasibHble BbINOTbI, a TakXe BO3MOXHO KWCTO3HOe
nopaxeHve ceneseHku. OTANYUTENbHBIMW OCOBEHHO-
ctamn KLA oT GLA a4BNA0TCA remopparmyeckue BbinoThbl,
9KCTEHCUBHOE BOBJ/IEYEHWE B MATO/IOrMYECKMA npouecc
peTponepuToHeasIbHOro Y MeAUaCTUHaILHOrO NMPOCTPaH-
CTBa, BbLICTPO Mporpeccupyolee TeYeHne 1 passuTue
reMarto/IorM4yeckux OCNOXHEHUA. Takum obpasom, KLA
[EeMOHCTpUPYeT YepTbl Kak COCYAMCTbIX Heonmnasui, Tak
M COCYANCTbIX ManbgopMaLuii, 1 NocTaHOBKa AuarHosa
npeacTasnseT coboli o4eHb CMOXHYK 3adadvy. buoncus
He Bcerfa BO3MOXHa B CBA3W C pa3BUTUEM TSXKESIbIX

remMopparn4yecknx oc/ioKHeHuin. Mpu 3ToM, Kak npasuno,
OHa SABNSAETCA AOMO/IHEHUEM K UMELMMCA KIUHUYe-
cKon kapTuHe, KT/MPT u nabopaTopHbIM WM3MEHEHUAM
[9]. B nocnepgHee Bpems 6bL10 MOKa3aHO Takxe, 4To
HaZieXXHbIMKU MapkepaMu 3ab60neBaHus, OT/IMYaloLnMm
ero ot GLA, aBnsawTca BbiCOKUIi ypoBeHb ANG-2 (aHruo-
noaTtuH-2) n sVEGFR3 (peuentop 3 pacTBOPUMOro 3HA0-
TenmanbHOro haktopa pocTa COCyfoB) y MalueHToB C
KLA n KHE. CHWKeHMe MX YPOBHA MOXET TakKxe oTpa-
Xatb 3hHEeKTUBHOCTb NMPOBOAUMOrO fIEYEHUS.

3AKNIOYEHWE

CBoeBpeMeHHas NOCTaHOBKa fJuarHosa wurpaeTt
K/I04YEeBYO poO/ib B OnpefefnieHnn TakTUKU BepeHus
Takux nauveHToB. MHOMMM M3 HUX HAa Havya/lbHOM 3aTane
[ONarHoCTVKM yCTaHaBMBAETCA HENpPaBu/IbHbLIA AMAarHos,
BK/lOYas OGPOHXMANbHY acTMy, NpPoBOAUTCA Head-
heKkTMBHOE, B TOM 4KC/Ie U XUPYPruyeckoe, fieyeHue,
4acTo He NuweHHoe nob6oYHbIX 3adpdekToB. Takue
WMHTEPBEHLMMN, KaK MnnieBpasibHble U nepukapananbHbie
OpeHvpoBaHusa, NaeBpoaesbl, CKnepoTepanus v nepe-
BSA3Ka BHYTPUIPYAHbIX NPOTOKOB, MOTYT NPUBOAUT MULLb
K TP@H3UTOPHOMY YNYULIEHWNIO W CAYXUTb BPEMEHHbIM
MOCTMKOM K MeAMKaMeHTO3HOW Tepanuu.

OCHOBbIBaSACb Ha Hallem OMnbiTe yCrneLwHon Tepaniu
KHE [21], koTOopas nmeeT psaf 06LMUX TMCTONOMMUYECKNX 1
KAVHUYECKMX XapakTepucTuk ¢ KLA, Hamu 6bIfo MPUHATO
peLleHye 0 NPUMEHEHWUN IMMOCOMa/bHON hOPMbI [OKCO-
py6uLpHa, KOTOPbIA NO3BOMNA AOCTUYL MOMHOIO KANHK-
KO-remartofiornyeckoro oTeBeTa y nauueHta € 3TUMm
pegkvMm 3aboneBaHMeM. He WCKOYEHO, YTO AaHHYyH
KOMOWHMPOBaHHYI0 Tepanuio B COCTaBe /IMMOCOMasbHOM
dhopMbl fOKCOPYOULIMHA 1 panamuuyHa MOXHO paccma-
TpyBaTb Kak OAHY U3 TepaneBTUYeCKMX onuuin npu KLA,
KoTopasi MO3BOIMT 3HAYMMO YBENNUYNTbL HE TO/IbKO OTBET
Ha Tepanwuio, HO NOBMUAET Ha BbPKMBAEMOCTb NaLVEeHTOB
npy 3TOI CMOXHOI COCYAMCTON NaTosiormu.

NCTOYHNK ®NHAHCVPOBAHUA
He ykasaH.

KOH®INKT MHTEPECOB
ABTOpbl CTaTby NOATBEPAWUAN OTCYTCTBUE KOHMIUKTA MHTEpPEcoB, O
KOTOPOM Heo6X04MMO COOBLWNT.
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