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Poccuinckoro YHnsepcuteta pyx0bl Hapoaos
XyTopsaHckasa ApuHa KOpbeBHa



CuHagpom Kazabaxa - MeppuTtTa, BnepBble OnMMcaHHbIN B 1940
rogy, npegcrasnaeTt cobou peakyto, ornacHyto ang *XM3Hu
KoarynonaTtuio MnageH4ecTBa, KoTopasa NpoABnsaeTCcS
TPpOMOOLUMTONEHNEN, MUKPOAHTMONATUYECKON rEeMOSTUTUYECKOU
aHeMneun u Kkoarynonatueun notTpebrneHns B yCnoBmsax ObICTPO
yBenu4ymBatroLlencs cocygmcton onyxonu. OH UCKITIOYNTESNBHO
CBFI3aH C COCyLI,I/ICTbIMI/I onyxonsamu KaFIOLLII/ICbOpMHOI/I

AOMOMW.

E PebEHOK 4 mecsLEB C
r’MraHTCKOM KanoLwwngopmMHou
reMaHrmo3H40TEeENMOMOM
npaBon H/KOHEYHOCTU B
COYETaHUN C CUHOPOMOM
Kaszabax-MeppuTr.

http://vascular-anomalies.ru/
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Kasabach Merritt Syndrome. Deirdre Lewis; Ruben Vaidya.



JleTanbHOCTb

CBs3aHa C
remopparm4eckmumm
OCIOXXHEHUAMMU,
MHBa3VBHbIM POCTOM
OnyXxosnn U caaBiEHUEM ELO

XU3HEHHO BaXHbIX

CTPYKTYP. Y

Bbicokas - 10-30%







KanowmnmopmHas
reMaHrmoaHgoTenmoma

MIMeeT ructonorn4yeckme npmu3Hakm b
aHrMomMaTo3HOro HeByca U
capkoMbl Kanowin. XapakrtepHas
OCODEHHOCTb - OHa COCTOUT U3
CMECU MENKUX KPYrnbix
Kanunnapos 1 rmomMepynongHbix
CONUAOHbIX THe34, OKPYIIbIX U
SNUTENNONAHBLIX 3HOOTENUANbHbLIX |
KrneTok. [He3aa coaepXxar
reMmocmaepuH, rmannHU3npoBaHhl,
NPOCBETLI HEOOPAa3BUTLIE,
LeneBnaHbIE.




[ ncTonornyeckasl xapakrepucTtuka
onyxonewu, accounnpoBaHHbix ¢ CKM

« CxoQHOE CTPOEHNE — OHUN COCTOAT U3
NHMPUNBTPUPYIOLWMX B TKAHU COCYOANCTbIX «Y3ENKOB» C
LLienieBNOHbIMU N CEPNOBUOHBIMWN COC
NPaKTUYECKN NNLLEHHBIMU MPOCBETA.
cocynoB - PMOpUH 1N TpoMbounTapHbIE MUKPOTPOMOBI,

ami,
npocBeTe

MPUCYTCTBYIOT 30HbI r'MMNepnna3npoBaHHbIX

NMMQ@aTnN4eCKnNX CoCcyaos.

* IMMYHOIrMCTOXMMNYECKU COCYONCTbIE
HOBOOOpPa30BaHNS OKpaLUMBAOTCA dHOOTENMANbHBIMU
Mapkepamu, pokanbHO — Mapkepamm
nMMmdaTn4ecKkoro aHOoTenund, YTo CBUOETENLCTBYET O

ToM, 4YTO KI'G 1 NA aBnsaTcs cMewwaHHbIMA
reMmaHrmonMMdpoaHrmMoreHHbIMM ONyXonsMu.

» Cocyabl Onyxonu He 3KkcnpeccupyroT aHTureH Jlsronca

Y n GLUT1-HeratuBHbI, YTO HE CBOUCTBEHHO
3@@5@%@&?@%%'?&!%”%#9%%@%&%@%&er c cungpomom Kazabaxa-Mepputt

E.B.MyxaHtok, N.A.lémuHa, A.A.NrHatoBa, E.B.OpexoBa, J1.A. XauatpsH, M.A.lNaHTenees
depeparnbHbI HaYYHO-KITMHUYECKUA LLIEHTP AETCKOW reMaTonormm, OHKoIormm n ummyHonorum nm. dmmntpua Porayesa MuHsgpasa Poccumn, Mocksa, Poccuirckas
depepaumnsa; MockoBckum rocygapcTBeHHbIn yHuBepcuteT nm. M.B.JlomoHocoBa, Mockea, Poccunckas degepaumns
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KrnoyeBble MOMEHTbI NaTtoreHesa

Arperaunsi n rubenb

TPOMOOLIMTOB NTOKaNbHO

B 30HE OnyxoJsin no
CLEC-2-nogonsiaHuH- u
GP-1b-3aBucMMomy
nyTw.

B remaHrmomax
Habrnogaetcs dokanbHag
aKcnpeccus nogonraHvHa

(Ha «OCTpOBKax»

nuMmdpartnyeckoro
3HOO0TENUSA), YTO
3aKOHOMEPHO NPUBOAMUT K
arperaunu n ruéenu
TDOMOOLIMTOB.

Arperaumsa u
rmbéensb
TpomMbouunuToB

Ko-akcnpeccusa mapkepos
9HOOTENNSA Kak KPOBEHOCHbIX,
Tak U nnMmaTtnyecknx cocyon
(NnoKanbHO, «OCTPOBKaAMM»)
yKasblBaeT Ha To, YUTo KO n TA
obpasyloTcs B pesyrnbrarte
ancamobpuoreHesa.

HapyLueHune uenocTHoCTH
3HOOTENUS C 3KCNO3nLmnen
cybaHgoTenmanbHoro KornsareHa
N TKAHEBOIo hakKTopa
akTuBauusa (%(Eopa
Bunnebpanga arperaumsi u
akTuBaumga TPOMOOUMTOB

3anyck kackaga CBepTbiBaHuUs! MO
BHELLUHEMY MyTH

TpomboumT

@K D2-40 (noponnaxuxa)
{XCLEC-2

(3 (GP)-1BV-IX
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KrnoyeBble MOMEHTbI naTtoreHesa




' OwnarHocTtuka

+«» Pa3BepHyTbI aHann3 KpoBu
% Koarynorpamma

% Y3WU c gponnnepom
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 /IMMyHOrMcToxmmmn4yeckoe
nccnegoBaHue




dunsnyeckoe obcnegoBaHme

KI'S obbl4HO NpeacTaBnsieT cobon
yBenumyeHHoe, TBepaoe, nypnypHoe
nopaxxeHue KoXun nnn MAarkmx TkaHen. KI'e
MOXET ObITb Ha TYNOBULLE, KOHEYHOCTAX U
B 3a06pHOLLIMHHOM npocTpaHcTBo. [Jo 10%
BceXx crny4vaes Kl E He aBnatoTcs

KOXXHbIMW. [1A 0ObIYHO ONKUCbLIBAETCA KakK
cepusa PUOSETOBLIX NATEH U Nanys Ha
Tynosuwle. Oba nopaxxeHnsa MoryT ObITb

BMECTE C Bblmenemaumm TMNepTpmxo3om CKM
NIV TMNEPrugpo30oM. nagedHubl, NopaXeHHble , KOTOPbl€ MMEKT KOXXHOE

nopaxeHue KI'e nnn A, oyayt umeTtb ObICTPO
yBennymBaLLeecq paHee CyLLeCTBYHLEee NOBpeEX4EHNE,
KOTOPOE CTaHOBUTCA HaMNPSXXeHHbIM, NyPrypHbLIM, 3aMETHO

RI\HQOLIQLILILII\II CNT7Z5NL 1000 IR



KT
reMaHrMoannTerIMombl

KanowmndgpopmHas
remaHrnoanntTenmoma ¢ CKM

[[emaHrmoma kKoxxum v nedyeHm ¢ CKM



JleyeHne

CUHApPOMA

MeaonkameHTo3HbIN

e [OpMOHOTEpPANU4A
(NpeaHn30M1oH/MeTUNNPeaHN30MNO0H)

e [lponpaHosnon

e Cneundunyeckasd MUMMyHOCYMNpeccmnBHas
Tepanua (PanamyH)

e Xumunotepanua (BUHKpUCTUH 1 ap.)
e /IHTEpEPOHDI

XUpypruyeckmu

Imbonunsauus / AHrnorpadgpums

PeHTreHoTEpanus




HoBagda TepaneBTUYecKaa onuuns

AA. Xauampsan

IMEPBBIA OITBIT MOHOTEPAITMU TTPOITPAHOAOAOM
CUHAPOMA KA3ABAXA-MEPPUTT YV AETEM

P®IBY HaoHaasH A HayUHO-NPEAKTHYSCKHA LeHTP ASTCKOR MeMaroAor i, OHKOAOIHN, HMMYHOAOIHM
. Avnrpas Poravesa M3 PO, Mocksa, PO

- E Cumapon KasabGaxa~Meppury (CKM) ~ muineyvrposxaomes cocronnne (Aerajsiocrs COCTaAnANet
309 ), XapaKTepHIyIOWeecs HANMYHEM COCYAMCTON ONYXOUN, KOAryAonmaTun u rpoMOouNronenun

- L= i‘ norpebtnenns. CKM accounnporan ¢ kanommdopmuoi remanruossroreanonmolt (K1) u s nyuxosoits

m asruwomolt (ITA) wan stuftede-anrnomoit, B Hacrosmuee spestn Her YHHESEPCAInno duperrnsnnix
® MeTO0B Jeuenun. B xavecrse 01M0ro 13 HOTCHIMANLHULIX TEPANCETHUSCKMX ArCHTOR PACCMATPMEA-
ETON HeCeACRTHERM [-0A0KATOP ~ HPOUPANONOIL, B OCHOBE JEHCTEMIE KOTOPOIO ~ BASOKONCTPIMRIINL

H ODOJABIEMNC ANMIVOrenean. Hae TONMIeE NOCACIOBANME HPOBEASNO ¢ UedMO npe.uapute:u.uui

Konmaxmnan ungpopmayun:
Xavampan Juau Axovbepmosna -~ K. 0.4, spas-
PEMATONOr, 348, DORCHPOBAHNLIM OTACICHIEM

Contact Information:
Khachatryan Lili Albertovna - MD., hematologist,

reMaTosorun/ouxonorun OI'BY «Hanuonamundl Head of Box Department of Hematology,/Onecology,
HAYMHO-NpaKTHYec kil nesrp ferckoll reMaTosorng, Federal Research Center of Pedlatric Hematology,
OHRONOrIH, IeMyHororun uM. Jsurpus Porauesas Oncology and Immunology n.a. D. Rogachev

M3 PO Address: Rusala, 117997, Moscow,

Aapec: Poccnn, 117997, r. Mocksa, Samora Mashel str,, 1

ya. Camopu Mawesa, 1 Tel.: (495) 2876592, 206. T131,

Tea.: (495) 2?' 6592, nob. 7131, E-mail: 1111.2510@yandex.ru

E-maﬂ: lll|.2.)l0<l y;m(lc-x.ru Recelved on Mar. 22. 201 7’

Craves nocrymuns 22.03,.17,

OpuHATa K nevav 26.06.17 submitted for publication on Jun. 26, 2017,

MexaHn3am gencTBus
nponpaHosiona B OTHOLLEHUN
MHAAHTUNbHbIX FEMaHMMOM B
HacTosLlee BpeMsi TOYHO He
n3BecTeH. B kayecTBe
BO3MOXHbIX MEXAaHNU3MOB
npeanoXeHsol
Ba30KOHCTPUKLINA,
noaasneHune VEGF2- n bFGF3-
NHOyUnpoBaHHOM
nponudepaumm KNneTok
SHOO0TENUA, a Takxe
NHOYKUMS anonToaa.



Pe3ynstat MegMkameHTO3HOro nevyeHund
ueTeM cKI9 cCKMc nomou.u:ro




Pe3ynstat MegukameHTO3HOro nevyeHuns
neTeM \ KI' '3 ¢ CKM ¢ nomouupsto
CfpappaHonona




Xopolluad nepeHoCUMOCTb U OTHOCUTENbHAA PeaKOoCTb
NOOOYHbIX 3P EKTOB OTNNYAOT NPOMPAHOSION OT APYInX
areHToB, NPUMeHAEeMbIX NPU NEeYEeHNN COCYAUCTbIX
onyxoneu (I'KC, BuHKpucTuH). lNpuerekartenbHbIN
npodourb 6€30nacHOCTU N YyCNeXN, JOCTUTHYTLIE B
nevyYeHnn MHPaHTUNbHbIX FrEMaHrnMom, NpuBenm K
nonbITKamM psaga uccnegoBaTtenen Ncnosfib3oBaTb
nponpaHosion (B ka4ecTtse MOHOTEpPanuu Unn B
KOMOUMHaLUUnM ¢ apyrumm npenaparamMmu) n ansi nevyeHus
onyxosnen, accoummpoBaHHbix ¢ CKM.



Pe3ynbrat MeankamMmeHTO3HOro nevYeHna geTen C
KI'S ¢ CKM ¢ nomoLLbo crneumgpmnyeckon

I/IMMyHOCyI'I eCCI/IBHOI/I Tepanuu «PanamyH»
> % .




KnnHnyecknn cny4vamn

[leBo4yka A, nocTynuna B OTAENeHne
rematonorun B I KbNe2 r. AnmaTbl B UtoOHE
2016 r., C )xanobamm Ha PBOTY C NPUMECHIO
KPOBW, reMaHrmomy, pe3kyto bnegHocTb
KOXHbIX MOKPOBOB. Ha 2-e CyTKu
KOHCYNbTUpOBaHa XMpYpProm, BbiCTaBleH
anarHos: JlumgoremaHrmoma rieBoro
beapa, neBon NOSACHNYHOW obnacTw,
OTMeYaeTCs BbipaXeHHbIU
remopparm4ecknm cCMHApPOM B BUAe
XKEenyngo4HO-KNLLEYHOIo KPpOBOTEYEHUS.

CuHgpom Kazabaxa — MepputTa y pebeHka ¢ TpomboumtoneHuen (basapbaesa Ainrynb AbaeBHa, batblpbekoBa MepyepT HamasbaeBHa;
Makyn6bekos Meaetanu NansimoBuny, Kazaxckmin MequUNHCKNN YHUBEPCUTET HENPEPbLIBHOIO 06pasoBaHus (r. AnmaThbl)



OAK ot 14.06.2016: QpuTtpoumnTtbl— 2,97 x 1012/n, HB-69r/n, TpOoMbOLNTLI 65X109/1, 5
nenkounTsl — 8,2 X 109/n nuM@ouUnTbl — 62%, MOHOUNTLI — 7%, Y3W OBI1 : HebonbLuon
BbINOT B OptoHon nonoctu. PAILC: l'emaHrnomartos xenyaka. »>Kenygoykosoe
KpoBoTe4veHue. [emaHrmoma npsaMomn KULLIKU

OAK oT1 05.07.2016: QpuTtpoumnTtbl — 2,72x 1012/n, HB-87r/n, TpombounTbl 62X109/1,
nenkouuTbl — 11.54x 109/n, numdouunTbl — 50.3%

OAK ot 13.08.2016: QpuTtpoumnTtbl — 2,59x 1012/n, HB-77r/n, TpombounTbl 39X109/1,
nenkouutbl — 10.5x 109/n, numdouunTbl — 45%

OAK 0T 29.09.2016: QpuTtpounTsl — 2,5x 1012/n, HB-73r/n, TpomMboUNTLI — 37X109/1,
nenkouuTbl — 8.7x 109/n, numdouunTbl — 62%

OAK 0T1 03.10.2016 (nepep BbIMUCKOW): QpUTpoumnTsl — 4.87x 1012/n, HB-143r/n, TpOMOOLNTLI
3— 42/x109/n, nenkountbl — 11.49x 109/n numdouunTbl — 56%, MOHOUUTBLI — 5%, CO3D —
MM/4ac.
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KnnHnyecknn cny4vyamn

Manbyuk H., 7 net noctynmn 22.11.2013 r. B 15-e otaeneHne MIAKB ¢
Xanobdbamu Ha 6bonu B XXnBoTe. bonu B xuBoTte otmedatotca ¢ 2010 T.
[To paHHbIM Y3W renatocnneHomeranusa, npusHaku xoneuymcturta. B
aHanmae KpoBm — TpomMboLUTOoNEHUS, YyBENTMHYEHNE BPEMEHN
ceBepTbiBaHNA no Cyxapesy A0 11 MUH.

AHanun3 KpoBu OT 25.11: 1. 4,2¢10*9 ; 3p. 4,410*12; Hb 132,6 r/n; Tp.
110010*6 ; N. 3%; C. 67%; 3. 2%; MOH. 5%; nNUM. 23%. CO3 4 MM/ u.

Koarynorpamma ot 25.11: ['NTU 59%; MHO 1,41; I'NTB 15,5; jppnbpunHoreH
1,48 1r/n; TB 28,2 c; AMTB 47,5 C

ApTtamoHoB P.I"., [masyHoBa J1.B., bycosa E.C., Nonsikos M.B., KupHyc H.1. CnHgpom
Kaszabaxa—MepputTta, 06yCcnoBneHHbI KaBEPHOMOW BOPOTHOW BEHbI Y Marnbyuka 7 ner.



O30gharoractpoayogeHockonua ot 26.11.

B npocBeT nuLieBoaa Ha 3 MM BbICTYNalT BEHO3HbIE CTBOMbI LUMPUHOM [0 5-6 MM; Kapaus
COMKHYTa; Npn MHBEPCUM CNN3NCTas NITOTHO OXBaTbIBAET annapar, HO Ha LUMPUHE A0 7 MM
Bogyr annapaTa KonbLeBMOHO NpocBeYMBaeT BEHO3HOE crineTteHune. B xenyake
HebonbLIOE KONMMYECTBO Xenyao4Horo cogepkumoro. Cnnancras nacto3Has pbixnas,
Tyckrnas. HepaBHOMepPHO yMEPEHHO rMnepemMmnpoBaHa. B nykosuue n Hucxogsawem otgene
OBEeHaauaTUNepPCTHOM KULLIKM CrM3McTas NacTo3Ha, HEpaBHOMEPHO YMEPEHHO
rmnepemMmpoBaHa ¢ eAMHNUYHbIMU BbICbINAHUAMW TUMa «MaHHOW KPYTibi».

3akrnodeHue: ractpoayoaeHnT, obocTpeHme. BapnkosHoe paclumpeHme BeH nulesoaa.
Y3W 6ptoiHom nonoctu ot 28.11.

[leyeHsb: [NpaBasa gonsa 116 MM, nesas 55 MM, NepBbIA CErMEHT 18 cM, NapeHxnmMa obbI4YHOU

9XOreHHOCTH, «3epHUCTaaA», CoCcyabl N3MEHEHbI: B MPOEKLUM BOPOTHOWU BEHbI onpeaensaeTcd
KaBepHOMa, pa3Mepbl 37x21 MM, TaKXe onpeaenaeTca CTBON BOPOTHOM BEHbl AUaMEeTPOM _

00 10 MM (BbiLLie HOPMbI) U ee NpaBas BETBb. KPOBOTOK NO CTBOSY N NEBOW BETBU BOPOTHOM

BEHbl HOCUT MOHOMAa3HbIN XapaKTep, cucTonn4yeckas ckopoctb 13—15 cm/ c.

OcHOBHOWM AnarHo3: KaBepHoMa BOPOTHOU BEHbI, cMHAPOM Ka3zabaxa—
MepputTta. OCcnoXHeHne OCHOBHOIo 3aboneBaHusa: cnneHomMeranms,
noptanbHas runepteH3uda. ConyTcTBYIOLWUN AMarHo3 — ractTpoayoaeHunT, dasa
oboCTpeHUs.

AptamoHos P.[I",, (ma3yHoBa J1.B., bycosa E.C., Nonsakos M.B., Kupnyc H.N. Cungpom
Kaszabaxa—MepputTta, 06yCcnoBneHHbI KaBEPHOMOW BOPOTHOW BEHbI Y Marnbyuka 7 ner.



Vicnonb3oBaHHag4a nutepartypa

* Kasabach Merritt Syndrome - Deirdre Lewis; Ruben Vaidya, 2019,
https://www.ncbi.nlm.nih.gov/

* KNnuHM4ecknm cnyyan KanowmnagopmMHON reMaHrmosHA40TEeNNOMbI C CUHOPOMOM
Kaszabaxa—MepputTta y HoBopoxaeHHoro - E.B. KpuseHko, 6.M. >)Kymagynnaes, M.A.
EHcenbaes., b.A. bainsakoBa Hay4HbIn LEHTP neguaTpum n 4ETCKON XNPYpPrum,
Anmartel, Pecnybnuka KaszaxcrtaH

« AptamoHoB P.I",, [masyHoBa J1.B., bycosa E.C., [Nonakos M.B., KnpHyc H.U. CuHgpom
Kaszabaxa—MeppuTTta, 00ycrnoBneHHbI KaBEPHOMOW BOPOTHOM BEHbI Y Maribiuka 7
ner

* [TepBbIN OMNbIT OLEHKN QYHKLIMOHAMBbHOMN aKTUBHOCTU TPOMOOLIMTOB Y OONbHbLIX C
cuHgpomom Kazabaxa-MeppuTT - E.B.I'myxantok, N.A.lemnHa, A.A.UrHaToBa, E.B.
OpexoBa, J1.A. XauaTtpsiH, M.A.lNaHTeneeB. ®eneparbHbin HAYy4YHO-KITMHUYECKUN LEHTP
OETCKOM reMaTtonormy, OHKONIormm n uMMmyHonormn nm. mmntpua Porayeesa MuH3sgpaBa
Poccun; MockoBcKkui rocynapcteeHHbi yHuBepcuteT num. M.B.JlomoHocoBa

« MEPBbIV OMNbIT MOHOTEPANUW MPOMPAHONOIOM CUHAPOMA KA3ABAXA-
MEPPWUTT Y OETEW, XauatpsiH N.A., MNeguatpus, 2017

e http://vascular-anomalies.ru/
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VEGFR3

cHHTe3I NO v
npocrarnaHanHoOs
perynaums

/ \ / MEK1/2 MUKPOCOCYANCTOMN

WHrUBUpOBaHWe KNeTOYHAR * NPOHNUSOMOOTS

anonrosa MUrpaums, ERK1/2
(¢BbIKMBaHKED), peopraHniaymn *
Guocunres Genkawm hoxKanbHbIX
KNeTOMHbIA pocT, KOHTaKTOB nponudepaumn,
cunres NO, Perynauuna xcnpeccuu
peopranniaums \ reHos
unTockenera

AHTMOTEHES



