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(JIMTEPATYPHEIN OB30P)

ConumapHasi zemaHzuoma ¢ mpomboyumoneHueli nompebaerusi (Cundpom Kazabaxa Meppuma) — pedko ecmpeuaroujeecsi
3a60.1e8aHUE, NO3MOMY Omcymcmayem KOHmpoaupyemble UccaAedo8aHusi, Ymo 3ampydHsiem npogecmu CpagHUMeAbHbIU aHAAU3
Memodoe seyeHus. B cmamve npedcmassienvt cayuau cumdpoma Kaszabaxa Meppuma, onucaHHble 8 omedecmeeHHOU U
3apy6edxcHoli numepamype.

Kouessle caoea: cundpom Kazabaxa-Mepumma, 2emaHauoma, mpome6oyumoneHus

B cTpyKType oHKOJIOTMYeCKUX 3a60JieBaHUM JIeTCKOro Bo3pacTa HauboJjiee YacTO BCTpeyaeTcsl COCYyAUCThIe onyxosau. Cpeau
JI06pOKaYeCTBEHHBIX HOBOOGPA30BaHUN OIMYyXOJIM COCYZO0B COCTaBJSAKT 50,6%, U3 HUX Ha JOJII0 T€MAaHTHUOM MPUXOAUTCS
81,3% csyyaes.

Okosio 80% pojuTesedl TakKUX MAlMEHTOB OOpallalOTci B TedyeHWe 1 roAa mociae poOXAeHUS 06OpallarTcs,
3aperuCcTPUPOBAHHBIA YPOBEHb CMEPTHOCTH KoJ1ebsieTcst oT 10% 10 37%

CunapoM Kacabaxa-MepputTta (zanee CKM) 6611 BnepBble onvcaH Xedr Xairynu Kaca6ax u Katpun Kpom MepputT B 1940
rofy.

[latorene3 CKM ocTaeTcsi HeH3BeCTHBIM. 3aXBaT TPOMOOLHUTOB aHOMAJbHO NPOJHUGEPUPYIOLIUM 3HAOTEJHEM BHYTpHU
reMaHI'MOMbl MOXKeT IPUBECTU K aKTUBALUHU TPOMOGOLUTOB € MOCJeytolielf BTOPUYHON aKTHUBalMel KacKaZoB KoaryJsLuHy,
YTO B KOHEYHOM UTOre NPUBOJUT K NOTPeGJIEHHUIO PA3/IMYHBIX GAaKTOPOB CBEPTHIBAHMUS.

CunzapoM KasaGaxa-Meppurra HposAB/ISAETCS B BUJE HWHTEHCUBHO paCTylled KanW/UIAPHOW TreMaHTMOMbl. Pacrer
Ype3BbIYaiiHO GYPHO CO CKOPOCTbIO 1 CM B JieHb. JleTH yMHUPAIOT OT KPOBOTEYEHHUs U3 OIMyXO0JIM. BcTpeyaloTcss TMraHTCKUX
pa3MepoB TreMaHTMOMbl CKeJIETHBIX MBI, COCTOSIHME M3 TOHKOCTEHHBIX KaNWLIAPOB, WHOUIbTPUPYIOLIUX LEJyIo
KOHe4YHOCTb. BO3MO>XHa JIoKa/M3aLMsa UX B KOXe TYJIOBMILA, FOJIOBBI, LlIeH, pexke BO BHYTPEHHUX OpraHax, U3 KOTOPBIX Yallie
BCTpeYaloTCs B MeYeHH U B TOJIOBHOM MO3Te, ONMCAaHbl eUHUYHBbIE C/y4ad PacCIOJIOKEHHs B cese3eHKe. ['eMaHIMOMBI
06J1aZlaI0T CIIOCOGHOCTBbI0 K MUHQUIBTPUPYIOILEMY POCTY, B CBA3M C 4YeM CKJIOHHBI K peLuJuBaM. BbljensoT Tpu Tuna
reMaHruoM: runeprpopudeckve (4oOpOKayecTBEHHble IeMAaHTMO3H/JOTEJHOMBI), KalWLISpHble W KaBepHO3Hble. Yarie
BCTpeyaeTcsl KOMOGUHAIMA BCEX TPEX THIIOB.

['eMaHruoMa 4acTo HaxOAWUTCA BHYTPHU KOXH, HO MOXKeT HNPHUCYTCTBOBATb IZle YTOAHO, BKJIOYas 3a0PIOLIMHHbIE OpraHbl,
CpeJloOCTeHHUe, Ta3, BUCLepabHble OpraHbl WK 6pbDKeiKy. [IpH NOpaKeHHUAX KOXKM CMEPTHOCTb HPH JIeYeHUH COCTaBJISAET
MeHee 10%, HO MpuU 3a6GPIOIIKMHHBIX OMYXOJISIX CMEPTHOCTb cOCTaBJseT npuMepHo 60% [5]. O6GWUK ypoBeHb CMEPTHOCTHU
cocraBiaser oTr 12 po 50%, npuyeM CMepThb HAcTynaeT B pe3yJbTaTe TSKEJIOro KPOBOTEYEHMs, CBA3AHHOTO C
JHUCCEMHUHHPOBAHHBIM BHYTPHUCOCYAUCTBIM CBEpPTbIBAHUEM, JIOKAJbHBIM IOPKEHUEM KHU3HEHHO BAXHBIX CTPYKTYD,
cep/ieyHoN HeJ0CTaTOYHOCTbIO C BICOKMM BbIOPOCOM, TOJIMOPTraHHON HEJ0CTaTOYHOCTBIO UJIM CENCHCOM.

B nocTynHOH oTedecTBEHHOH M 3apy6exHOM JIMTepaType HaMHM NpOAHaJW3WPOBAH DPsAJ, CTaTeH, MOCBSIIEHHBIX AaHHOH
NaTOJIOTHH.

B poccuiickoil cratbe «CunApoM Kaszabaxa-MeppuTTa y HOBOPOXKJEHHOTO», OMUCHIBAETCHA CAy4Yall POXJEHUs JeBOYKU B
ropogie Cypryrt. /leBouka poau/jack OT TNepBOM OepeMeHHOCTH, CBOEBpPEMEHHBIX poJioB. Mama B Bo3pacte 24 JerT,
6epeMeHHOCTb Yy KOTOpPOH mpoTekasa Ha (oHe psJila OCJOKHEHUH: paHHHMM U TNO3JAHUM recTo3aMH, XpOHHYecKoH ¢eTo-
IJIalieHTapHOH HeZ0CTaTOYHOCTBIO.

JleBouka pojausiach C OLlEHKOW mo mKajse Amrap 7-8 6a/uioB. B o6JsiacTu mpaBoro mjeya ONpe/esisijioch YIJIOIIEHHOE,
ONyXoJIeBHJHOE 00pa3oBaHMEe B MATKUX TKAaHSAX M Koxe pa3MepoM 4x5 cM 6GarpoBoro nBeTa. K KOHIy 5-X CyTOK »HU3HHU
coCTOsIHMe pebeHKa YXy/JUIMIOCh 3a CYeT HapacTalllel AbIXxaTeJbHONH HeJoCTaTOYHOCTH. ONyX0Jib B 06JIaCTH ITPaBOro Ijieda
yBeJIMYMJIaCh, PAaCpoCTPaHU/IACh Ha 06J1aCThb 1IeH, TPYAHYIO KJIeTKy. Pe6eHOK Gbl1 OCMOTPEH TPaBMaTOJIOTOM U COCYJUCTBIM
XUPYProM, yCTaHOBJIEH JJUAarHO3: MATKOTKAaHHAs reMaToMa IPaBoro HaAmaeubs. [Jopok pa3BUTHS KalUIJIsSIPOB.

Ha 7-e cyTkH peGeHOK W3 POAMJIBHOTO JiOMa MO TSDPKECTH COCTOSIHUSI OblI TepeBeJleH B OT/eJieHHe peaHHMalUu U
WHTEHCUBHOHN Tepanuy HOBOPOX/EHHBIX C JUAarHO30M: MATKOTKaHHAs reMaHTHoMa MpaBoro npejmsedbs. [Iopok pasBUTHSA
Kanuansapos? TumoMeranus.

YuuTbIBasi He6JIATONPUATHYIO JIOKAJW3alMI0 IeMaHTHOMbl (3amo/l03peH0 IMpopacTaHHe ee B cpejocTeHHe), GOHOBbIE
COCTOSIHMSA, OBbINIO pellleHO BO3JepXkaTbCs OT ONepPaTHUBHOIO JiedeHUsl W NMPOAO/LKUTh MOCHHAPOMHYI0 Tepanuio. Ha done
MPOrpeccUBHO YXy/ALUIAIOIErocsl COCTOSIHUA B Bo3pacTe 56 CyT Npou301L1/Ia OCTAHOBKA CepALa.

TakyuM 06pa3oM, 0JHOH U3 MPUYHH JIETAJbHOI0 UCX0/A B IAaHHOM CJlyyae sIBUJIach He6GJ1aronpusaTHasl JOKaIUu3alus ONyX0JIH,
NMpHUBeAllasl K peJKOMY OCJI0KHEHUIO - pellUAUBUPYIOLeMY reMoNepUKap/y; MHTUMHas CHassHHOCTb C cepAedHoN CyMKOH He
M03BOJIMJIa IPUMEHUTDb OIlepaTUBHOE JIeYeHHUe.

B craTbe, ony6rukoBaHHOU B 2017 roay B xypHase Journal of Medical Case Reports onucaH ciay4yail JaHHON NaTOJIOTUU Y
JleBOYKHU 4,5 MecsAleB, KOTopasi MOCTYNUJIA B OTAeJleHHe TeMaToJoruu MHCTUTyTa AeTckUx GoJie3HeH, ¢ KpallHe HHU3KUM
KOJIMYeCTBOM TPOMOOLUTOB. [leBouka poAusaach OT 3-ell HOpMaJbHO NpoOTeKaBlLIell 6epeMeHHOCTH. Macca NpU pOXKJeHUU
4260,0rp., pocToM 57 cM, c oLeHKOH 1o 1iKase Anrap 9-9.

B mepBble yackl nocje poxAeHUsi O6blI0 OGHApYKeHO TKaHeBOe 00pa3soBaHMe B IIEHHO-TPYAHOM OTJeJie NMO3BOHOYHUKA
pasmepoM 1,5 x 1,5 cM, BHelllHe HallOMHHamwllee reMaToMy. B JasibHelilleM o6pa3oBaHue OblIO ONpejeseH0 KaK OMyXoJib
pasMepoM 2 x 2 ¢M, KOTOpas pe/ICTaBJIsAJIa CO6G0H reMaHTHOMY.



PucyHnoxk 1

[Ipu NOCTYNJIEHUHU ee XKU3HEHHbIE NT0Ka3aTe M ObLJIM B IIpejiesiax HOpMbL. Ha liee, B 10/3aThlJIOYHOM 06/1aCTH U MeJMAIbHO
o6pa3oBaJsiaCh OIYX0Jb TBEPAOH KOHCUCTEHLMH pa3MepoM 6Xx6 CM TuUma reMaHruombl. Koxxa HaJy Omyxosiblo CHUHIOLIHASA, C
NeTeXUssMH, 6e3 MPU3HAKOB JIEBUTATU3ALHH.

3HaueHUs JJabopaTOPHbBIX MOKa3aTesel cocTtaBuu: jeiikonutsl (WBC) 9,21 x 109 / s1; sputpouuTtsl (RBC) 3,06 x 1012 / 1;
remorJio6bun (Hgb) 87 r / 1; TpomGouuTsr 7 x 109 / .

YnbpTpasBykoBas Aomnmeporpadus MArKUX TKaHeH 3aJlHel 4acTH 1ed BbISIBUJIA OGLIMPHYI0 HEOJAHOPOJAHYIO MAcCy MSATKHX
TKaHeH, MpeuMyIleCTBEHHO TUIIePIXOTeHHYI0, C Y9acTKaMM KalblUPUKALUU U YCUIEHHBIM LBETHBIM AOMNIJIepoBCKUM (CD)
CUTHAJIOM, YTO MOXET COOTBETCTBOBATb reMaHTHOME.

B 3akstouenue, Ha MPT HOBooGpa3oBaHMeE HMeJIO XapaKTEPUCTUKH JJO6POKaYeCTBEHHOr0 00pa30BaHUs MATKUX TKaHEH.

Pucynok 2

B pesy/sbTaTe HU3KOro KOJMYECTBA TPOMOOIMTOB Yy MAIlMEHTKH M JIaGOPAaTOPHBIX NMPHU3HAKOB KOAryJoNaTHH, NMPOBeJeHO
JleyeHUe: CBexxe3aMopoxkeHHOM mmasmoit (C3I1) 15 Ma / Kr BMecTe ¢ BHYTPHUBEHHBIM BBeJIeHHEM KOPTHUKOCTepOHZA
(MeTwIpeIHU30JI0HA) 2 Mr / KT MPOBOJUJIOCh €XKeJHEBHO B TeueHHe 7 JHel. YIy4dIIUIUCh JabopaTOpHbIe MOKa3aTesu:
TpoM6GouuToB 30 x 109 / i; dubpunoren 1,5 r / u; u D-gumep 25 mr / mi. Pe6eHOK BBINMMCAaH AOMOM B XOpolleM 06ILeM
COCTOSIHUM.

Yepe3 mecTh AHeH mocje BBIMHCKK peGeHOK OblI MOBTOPHO TOCHHUTAIN3UpPOBaH. [lo cpaBHEHMIO C MNpeAbIAYLINM
KJIMHHUYEeCKHMM 06C/efloBaHMEM OMNyXoJib 6Gblaa GoJsiblle U cocTaB/asga 8 x 8 cM. 3HaYyeHHUS HEKOTOPBIX J1aGopaTOPHBIX
nokasareseit coctaBuu: WBC 9,5 x 109 / oi; RBC 3,2 x 1012 / s1; Hgb 90 r / J1; TpoM6onuThl 9 x 109 / i1. [loceB Mo4u Gbl1
cTepubHbIM, a Staphylococcus aureus 6bl1  BblAeJeH W3 XUMHOKYJAbTYpbl. O6paTunack K  KapZUOJIOTY.
JJIeKTpOKapUOoTrpaMMa U pe3yJibTaThbl 3X0KapAUOrpapuu B HOpMe.

[IpyMeHAIM BHYTPHBEHHO BBOJHMYI0 KOPTHKOCTEPOUJHYIO Tepanuio (MeTuanpenHusosnoH) 2 mr / kr, FFP 15 mr / kr u
CUMITOMaTHYeCKyl0 Tepanuio. 3HaueHUsl JabopaTOPHBIX MoKasaTesell dyepe3 7 AHeH Mocje OTMeHbl TepalllU COCTaBUJIU:
WBC 8,5 x109 /1; RBC4,2 x 1012 / 1; Hgb 112t / 1; TpoM6onuTel 25 % 109 / /1.

Yepes 14 pHed mnocae BTOPOM TOCMUTANM3ALMHU MOCAe KOHCYJbTALMHU [AETCKOro XHUpypra ObLJIO HayaTo JiedeHHe
NPOIPAHO0JI0JIOM B 0611el cyTouHOH fo3e 0,5 Mr / Kr, ¢ JaJbHeHIIMM yYBeJIMYeHUeM J103bl 10 3MTI' /KT, pa3/ieJleHHOH Ha

TpPH pUeMa.



PHcyHOK 3

Yepes 3 HeZiesM Tepanuy NPONPAHOJI0JI0M peGEeHKY BBINOJIHEHO XUPYyPruyeckoe yjajaeHue onyxoad. Omyxosb pacceyeHa /10
npeBepTeOpajbHON dacuuu M yaaneHa. OnyxoJb 6blaa OTNpPaB/JeHA Ha THUCTONATOJIOIMYECKOe HCC/Ie/loBaHHE, KOTOpoe
BBISIBUJIO YeTKO OYepYeHHbIE 0/IbKH IJIOTHO YIaKOBAHHBIX KAMUJLJIAPOB, COCTOAIIMX U3 MYXJIbIX 9HA0TENHAIbHbIX KJIETOK U
NEePHUIUTOB, pa3/ie/IeHHbIX BHEIIHE HOPMaJIbHbIMU CTPOMaJ/IbHBIMHU 3JIeMEHTAMH JIePMBI.

PucyHok 4

JleBouKa BbIMCAHA B XOPOILEM 0611eM COCTOSIHUHM Ha 7-H JleHb 10CJIe Ollepalyiy € OC/IeyI0IUMH 0CEeLleHUSIMHU reMaToJiora
KaXkJple 7 JIHeH B TeyeHHe MEPBOro Mecsla, a 3aTEM OJUH pa3 B Mecsl, Ha CPOK o 12 MecsileB, BMecTe C pe3y/ibTaTaMu
J1aGopaTOPHBIX UCCIEA0BaHUMN, I0CYETOM TPOMGOLIUTOB U TapaMeTpPbl KOAryJIILIHOHHOTO CTATyCa, HAX0AsALIHecs B IpeJiesax
$HU3H0JIOTUYECKUX AHANA30HOB.

PucyHok 5

Cnepyromuii ciydait: B feTckyto 6ospHuLy AT-Taud, KoposeBctBo CayoBckasi ApaBus, OCTYNUIIA ABYXMeCsYHas 1eBOYKa
13 CayZ0BCKOM ApaBUM C 3aJI0)KEHHOCTBIO HOCQ, JIETKUM PeCHUPATOPHBIM JAUCTPECCOM M LIYMHBIM JIbIXaHUEM B TedyeHue 20
JIHEH, CBSI3aHHBIMU C [IBYCTOPOHHUM NEPUOPOUTANBHBIM 3KXMMO30M U NOKpacHEHHEM 06OUX IJia3 B TeyeHUe 15 gHel. OHa
poJiuJiach B CPOK MOCJIe HOPMa/IbHBIX CaMONPOU3BOJIbHBIX BarMHAbHBIX POZOB. HEeT 3HaYMMOro MmpolIoro Uinu ceMeidHOoro
aHaMHe3a.



Pucynok 6

KusHeHHble MOKa3aTean U caTypalusl KUCJI0poJa ObLIM B HOpMe. [1aTOJIOTHH CO CTOPOHBI )KU3HEHHO BaXKHBIX OPTaHOB He
BhIsIBJIeHO. MccenoBanus BeigBuan Hb 11,2 r / g (N = 11,5 - 15,5), nedikonutoB 6,6 x 103 / g (N = 5,5 - 15,5 x 103 / i),
TpoMbGouuThl 9 x 103 / g (N = 150 - 400 x 103 / my) ¥ HOpMaJbHBIA Ma30K NMepudepuyeckoil KPOBH, 32 UCKJIIOYEHHUEM
TPOMOOLUTONIEHUH.

OcMmoTpeHa 0pTaIbMOJIOTOM, JUATHOCTUPOBAHO [IByXCTOPOHHEE KPOBOU3J/IUSHUE B CETYATKY JABYCTOPOHHEE KPOBOU3JIUSHUE
B CETYATKY.

[Ipu mpoBeAeHUH NPSMOU JIAPUHTOCKOIUHM, BbISIBJIEHA reMaHruoMa OOJIbLIOrO pa3Mepa B TopTaHU. Y pebGeHKa pasBHIICA
TSDKeJIbIN pecnupaTOPHbIM AUCTPeECC CHHAPOM, IPOBejeHa TPaXeoCTOMHUSI C BBeJJeHHeM TPAaxeoCTOMUYECKOH TPYOKHU.

B pasbHeleM pe6eHOK MOJIyYas KOMIJIEKCHOE JIeueHre: KOPTUKOCTEPOUbl, TPONPAHOJI0J, XMMHUOTEPAIN0 (BUHKPUCTHUH),
aHTUOAKTEPHUAJIBHYIO Tepanuio (AaKTUHOMHIIMH), CAMIITOMaTHYeCKYI0 Tepanuio ¢ 3¢ derTom.

B craTbe «Multimodal treatment of Kasabach-Merritt syndrome arising from tufted angioma: A case report», ony6JMKOBaHHOM
B >kypHaJie «Oncology Letters», Anpesns 2017r, Kuraii.

OnuceiBaetcsi ciaydailt CKM y peGeHka B Bo3pacTe OZHOrO roJia, KOTOPbIH NMOCTYNWUJ B OTJeJIeHHEe PEKOHCTPYKTUBHOU
MJIACTUYECKON XUpypruu JeTckoi GOJIbHUIBI MeJULMHCKOro $akyibTeTa DK3n3sHCcKoro yHuBepcutera (Xanwkoy, Kuraii)
JUIsI JIeYeHUsl 3pUTEeMaTO3HOro U OMyXLIero mpolecca Ha npaBoM Iiede. [loBpexxJeHHe NMpeACTaBJsI0 CO60H KpacHOBATO-
duoseTOBYI0 6Ky pa3MepoM 8 x 6 cM, HEMPAaBUJILHOU GOPMBI, MJIOXO pa3rpaHUYEHHBIX U MOKA3bIBAMOIUX ITPU3HAKU
oTeka U BocnajeHus. [lopaxkeHre cHavajia MOSIBUJIOCh KaK HeGOJIbIIOe MOpaXKeHHe KOXH pa3MepoM C apaxuc. Yepes mecTb
MecsilleB OH YBEJIMYHWJICS B pa3Mepax M CTajl cjerka 60Jie3HeHHBbIM M TeIJIbIM NpU majblalnuu. JledeHHe aHTHOGUOTUKAMHU
(uedmeHoKkcHM, 80 Mr / KT) B TeueHHe 1 Mecsilia He IOMOTJIO.

[lo pe3ysbTaTaM aHaJW30B BbISIBJIeHAa TPOMOOLUTONEHHs, KoaryJjonaTus. Pe6eHKy ObLIO MpPOBEJEHO JieueHue
BUHKPUCTUHOM, MHTMOUTOPAMHU arperanyuyd TPOMGOLUTOB U KOPTUKOCTEPOUJAMU.

Yepes Mecs1] 6b1JI0 MPOU3BEIEHO XUPYPrudecKoe JiedeHHe B BUJle YAaCTUYHOU peseknuu (6osiee 90%) B o6JsiacTu mpaBoi
KJIIOYHIIBI.

Yepes 6 MecsleB, BBUAY YaCTUYHOTO 3PPEKTAOT, K MPOBOJUMON Tepanuu OblI JJ06aBJeH MPONPOHAION — HECEJEeKTUBHBIN
AQHTaroHUCT GeTa-aJ|peHOPEeLeNTOPOB, KOTOPbIH IIMPOKO HCMOJIb3YeTCs NMpPH JIeYeHHUH [JETCKUX reMaHruoMm. JodekT oT
JIe4YeHHUs MOJI0KHUTENTbHBIH.

Pucynok 7

B cratbe «Excellent outcome of medical treatment for Kasabach-Merritt syndrome: a single-center experience» npeBejeH
PeTPOCIEeKTUBHBIA 0630p MeAWLIMHCKUX KapT 13 manueHTOB, KOTOpPbIM B mepuo ¢ ssHBapsa 1997 mo jgeka6bpp 2012 B
MeJUUMHCKOM neHTpe Samsung (l0xHas Kopes), 6b11 mocraBieH guarHo3 CKM. /luarsos 6bu1 nocTaBjieH Ha OCHOBaHUHU:
BHEIIHET0 B/, aHOMAJIbHBIX reMaTosiorndeckux AaHHbIX ([BC), nanubix Y3U u MPT. Buoncus 6b11a npoBeJieHa TOJIBKO B
OofiHOM ciy4ae. Bce manueHTBI moJiydasqd KOMOHMHHUPOBAaHHYI MeJMKaMEHTO3HYI0 Tepanuio: NMPONPOHAJIOoJ, MpPeJHU30JI0H



epopasbHO WM METUJIIPEJHU30JI0H BHYTPUBEHHO, HHTEPOEPOH-a/1bda, B HEKOTOPBIX CJy4asiX NIPUMEHSJICT BUHKUCTHUH — B
TeyeHUM => 1 roja.

B KOHeYyHOM HTOre Bce 13 nmanueHTOB MOJYYU/IH JIeyeHUe 6e3 XMPYPriuiecKoro BMeIaTe/ bCTBaA.

ABTOpaMM CTaTbu cJielaH BBIBOJ, YTO 60JBIIMUHCTBO mNanueHToB ¢ CKM MOXHO mNepBOHA4YaJbHO JIEYUTh TOJBKO
MeJMKaMeHTO3HO, M0/, TIATEJbHbIM MOHHUTOPUHIOM. KOpPTHKOCTEPOH/bl HCIOJIb30BAIMCh B KauyeCTBe TepalHuM IepBOM
JINHUH. 3HAYUTEJbHOMY KOJIUYECTBY MALMEHTOB TPEOOBAJIOCH JIJIMTENbHOE HENPEPBIBHOE JIEYEHHE.

ABTOpaMu npeJioKeHo pa3paboTKa NPOTOKOJIA JUATHOCTUKHU U jiedeHus: CKM.

B craTbe mocsinieHHOM coBMecTHOMY HccaefgoBaHui CHIA u Kanagbt «Medical Management of Tumors Associated With
Kasabach-Merritt Phenomenon: An Expert Survey» B xxypHaJie «Journal of Pediatric Hematology/Oncology», Utonb 2013r.

B naHHOM ucc/ie0BaHUY NPUBeJEHb] pe3y/ibTaThl onpoca MeAULUHCKUX LeHTpoB CIIA u Kana/bl, B KOTOpPBIX IPOBOJU/IOCH
snedeHue nagueHToB ¢ CKM. . LleHTpbI-pecnoHeHThI ObLIH reorpapuyecKy pa3HOOOPa3HbI.

BoceMbziecAIT BOCeMb HpPOLIEHTOB pecHOoHJeHTOB (22/25) ykasajid, 4TO KJHWHUKO-COCYJWCTble AHOMAJIUU SBJISETCS
MEeX/IUCLUUIIMHAPHON Npo6JsieMO B UX y4YpexJeHUsX. /laHHble OTBETa OTpakaeT OMbBIT JieyeHUs1 GoJiee 150 manueHTOB
crapuie 10 seT. Bece caiiThl, kpome 2 (25/27; 92%) coobuiu/iy, 4TO ¥ HUX HET NMCbMEHHOI0 CTaHJapTa NpaKTHKa JiedeHus
onyxoJieH, cBa3aHHbIx ¢ CKM. Tpuzauate wectb npoueHToB (9/25) 1eHTPOB COCYAMCTBIX aHOMA/JIMH COOGLIM/IH, YTO OHHU
MpPUMEeHSJIM OHUOICHIO TKaHU /[Jis TOJTBEPXKJEHUsS JAuarfHos3a, Torja kak 64% nedHtpoB (16/25) mnosaranuch 6Bl Ha
KJIMHUYeCKHe pe3y/IbTaThl U JabopaTOpHbIe UCC/Iel0BaHUSA A1 YCTaHOBJIEHUS AUarHo3a.

Hau6osiee pacnpocTpaHeHHasi HayajabHas MeAnkaMeHTo3Has Tepanust KHE + KMP, o koTopoM coo61uin y4acCTHUKY OIpoca,
NpeACTaBJIs 060 KOMOGHMHALMIO CUCTEMHBIX KOPTUKOCTEPOU/L0B U BUHKPHUCTHH.

Jpyrvue MeTo/pbl JiedeHUsI BTOPOU JIMHUU BKJIoYaiu: nukiaodocpamuz (4/24), cucremHsle crepoupnl (3/24), am6onnsanus
(2/24) n untepdepon (1/24). B cratbe «Clinical analysis of kasabach-merritt syndrome in 17 neonate» ony6JIMKOBaHHOU B
»ypHasie « BMC Medicine» (2014 r.), Kutai

C auBaps 2007 roga no siuBapb 2012 roga 17 nanueHnToB ¢ CKM 6bLIM rOCOHUTAIN3UPOBAHHBI B OT/[€JIEHHE HOBOPOX/E€HHBIX
»KEHCKOI'0 U IeTCKoro LeHTpa ['yanxoy B Kutae.

JuarHoctudyeckuMu KputepusiMu KMC 6b111: reMaHTHMOMa KOXKH UJIM BHYTPEHHUX OPraHOB; TPOMOOLMTONEHUS]; TeMAaHI'MOMa,
MO/ TBEPX/IeHHAs yJbTpacoHorpadueld B B-pexxume, komnbioTepHod ToMorpadueil (KT) MiM MarHMTHO-pe30HAaHCHOH
ToMorpaduei (MPT).

W3 17 nanMeHTOB YeTBEPO UMeJH BUCLepaJIbHbIe TeMaHTHOMBIL. Y O0CTa/bHBIX 13 Ha6J110/Ja/IUCh TOJIBKO KOXKHbIE TeMaHIMOMBI.

PucyHok 8

BceM nauueHTaM MNpoOBOAWJIACh KOMILJIEKCHAs Tepamnusl CTepouJiaMM, XUMHUOTepanus BUKpUCTUHOM. 10 mnanueHTam
BBITOJTHEHA 3MG0/IM3aIMsA apTepHil. I60IM3aIHI0 BLIIOJIHAIM CMechio BieoMunuaa A5 u MoauposaHoro macia.

ABTOpaMu chesiaH BbIBOJ: B HacTosillee BpeMsi HeT eAuHOro MHeHUs o JieueHMH CKM. B HeKOTOpbIX HcCC/Ie0BaHUAX
€00611aJI0Ch 0 XOPOILUX TepaneBTUYeCKUX 3¢ deKTax MpU KOMIJIEKCHOHN MOC/ie[0BaTe/IbHOM Tepanuy, BK/IOYas CTEPOULHYIO
Tepanuio, HUHTepdepoH, 3M60IU3aNI0 apTePUH, BUHKPUCTHH, Jy4eBYI0 Tepalui0 U XUPYypruieckoe BMellaTeJbCcTBO. HeT
HUKAaKUX KOHKpPeTHBIX peKOMeHJal M 110 JUarHOCTHKE U JIeYeHUIO B HeOHaTa/IbHbIN IEPUOA.

HeonaTtasnbHblil CKM MMeeT BBICOKMH YPOBEHDb PENUHMBOB MOC/Ee CTEPOUHON Tepanuu. ApTepuasbHasg 3MO0IM3aLUsA UMEET
BBICOKYI0 3¢deKTUBHOCTh. KOMOGMHMpPOBaHHAs CTepPOU/IHAs Tepanus U apTepuaJbHas 3MG0JIN3aL U MOTYT UCIO0JIb30BaThCS
B KauecTBe JieYeHHUs MepBOX JMHUM NpU HeoHaTasbHOM CKM Ecnm aTa koM6GuHanusa HeapeKTUBHA, MOXKET ObITh MOJIe3Ha
Tepanusi BAHKPUCTUHOM.

B oTedecTBEeHHOH cTaThe, ONMy6GJIMKOBAaHHOM B xKypHase «MoJsozo# yuenslit» Ne 27 (161) / 2017 onucan cayvait CKM. JleBouka
A., moctynuia B otzesnenue remarosoruu B JITKBNe 2 r. Anmate! B utoHe 2016 1., ¢ %asno6aMu Ha PBOTY C IIPHMeChI0 KPOBH,
MHOXXeCTBEHHYI0 F€eMaHTHOMY, Pe3Kyl0 0JIeIHOCTb KOXKHBIX NMOKPOBOB. 3 aHaMHe3a, peGeHOK OT NmepBOd GepeMeHHOCTH,
MepBbIX pOoJOB, B cpoke 40 HeJesb ¢ Maccoi Tesa 3664 rpamM, poct 54 c¢M, mo mkane Anrap-7/8 6asioB. bepeMeHHOCTb
npoTekasa Ha poHe TOKCHKO3a B nepBoM TpuMmectpe, OPBU Ha BTOpO# TpuMecTpe, MHONHHU CJabOH CTelneHH, aHEMUU 1
creneHu. HaxoauTcsl Ha ecTeCTBEHHOM BCKapMJIMBaHUU. [IpoduiakTHyecKrie IPUBUBKU — MeJ] OTBOJ.



Ha 2-ple cyTKM ObLT BbICTaBJIEH AuarHo3: JlumporeMaHruoma JieBoro 6epa, J1eBol MOsICHUYHOM 06J1aCTH. B TOT ke feHb, Ha
BTOPbIE CYTKH XKU3HHU OTMEYaeTCs BbIPAXKEHHBIM reMopparu4ecKUi CHH/POM B BU/JIE XKeJIYJOYHO-KUIIEYHOT0 KPOBOTEYEHUSI.
Ha 4-ble CyTKH KM3HH, KOHCYJIbTUPOBAH IeMaToJ/I0roM, BbICTaBJIeH Juartos: Cungpom Kasa6axa-Meppura.

Ha 12-e cyTku xu3HU u3 poasoma nepesesieHa B HUIIu/X ¢ guarHosom: <BIIP. Cunapom Kazabaxa-Mepputa. BpoxzaeHHas
reMaHruoma. Tspkesiasi nocTreMopparuyeckasi aHeEMUs1, TPOMOOLUTENIEHUSA D>,

[IpoBoxennsie o6cnenoBanve HIIMu/AX ¢ 12.05.16 mo 20.06.16 r.OAK: 3putponutsl — 2,97 x 1012 /1, HB-69r /71, TPOMGOLUTEI
65x109/1, nefikonutel — 8,2 x 109/ mumoonutsl — 62 %, MoHOUUTBI — 7 %, CO3 — 4 MM/4ac,

Y3U OBIl ot 13.05.2016r: He601b1110# BBINOT B 6PIOIIHOMN MOJIOCTH.

®IT/JC: l'emanruomaros xenyaka. XKeaynoukosoe kpoporedeHue . HCI'+Y3/AI': CtpuapHasa BackysonaTtusd. [loctuiieMuyeckue
M3MeHeHHs roJI0BHOro Mo3ra. TOHyC cocyil0B B HOpMe.

K®C 14.06.2016r 'emaHrvnomMma npsAMOH KMIIKU.

[onyunnu nevenue B HUII u JIX: [IpegHusonon 4 mr/kr / cyT B/B yepe3 aeHb (¢ 16.05. — 13.06.2016 r. Ananpuiud 1-3 mr /
KT 110 CXeMe.

Pe6eHKy nmpoBeseHo reMoTpaHcdy3uu 5 kpaTHo JID sputpoyurapHas macca, 4-kpatHo C3I1.

Btopas rocnutanusayus KB Ne 2 ¢ 29.07.16 r. no 02.08.16 r. CocTosiHUe peGeHKa NPHY MOCTYIJIEHUU GbLIO OYEHb TSXKEJI0e
3a CYET XKeJYyAO0YHO-KHILEYHOTO KPOBOTEYEHHs1, HA GOHE OCHOBHOT'O 3a00JIeBaHUSI.

TpeTbs rocniutanusanus KB Ne 2 ¢ 13.08.16 r. mo 03.10.16 r. CocTosiHUe peGeHKa PU NOCTYIJIEHUU ObLIO KpaliHe TSKeJ0e
3a CYET reMopparuvyeckoro cuHApoma B Buze kpoBoTeueHud us JKKT. Bo Bpems rocnuTaiu3anuu y pe6eHKa HEOAHOKPATHO
ObLJIO XKEJYJ0UHO-KHILEYHOTO KPOBOTEYEHUS, CBSI3U B YEM 0JIy4asl TeMOTPaHCOY3UH NpenapaTaMy KPOBH.

[Tosiy4any sieyeHUE: KOPTUKOCTEPOU/IbI, aHTUGAKTEPHA/IbHAS U reMoCcTaTHuecKast Tepanuu. C JaJbHEHLINM N0JI0KUTENbHBIM

adpdekToM.

3ak/IloueHue:

AHanu3upys npuBeZeHHbIN JIUTEPATYPHBIHA 0630p, MOXKHO C/Ie/IaTh CJAEYIOIINE BBIBO/bI:

1) JlanHOe 3a60J1eBaHMe He UMeeT PerMoHaJbHON U reorpaduyeckoll NpUBSA3aHHOCTH, TaK KaK BCTpeYyaeTCss BO MHOTHUX
cTpaHax, B ToM uucie: CIIA, Kanaze, Kutae, Kopee, inonuy, Poccuy, YepHoropuu, Kasaxcrasne u T.4.

2) [JlanHoe 3a60J1eBaHMe He UMEET PErMOHAJbHOU U reorpaduyecKoil NpUBsI3aHHOCTH.

3) JdTHonaToreHe3 JaHHOHW NMAaTOJIOTH JOCTATOYHO HE U3yYeH.

4) He BbIsiB/eHa Koppessuus Mexzay pa3ButdeM CKM u HajMyueM KakoOH-IMO0 3KCTpareHUTAJbHOW MATOJIOTHY,
aKyLIepCKO-TMHEKOJIOTUYeCKUM aHaMHe30M, HacJIeICTBEHHOCTbIO, TeUeHHeM OepeMeHHOCTH, BO3pacTOM MaTepH.

5) CKM BcTpedaeTcsi peAKO MO3TOMY OTCYTCTBYIOT KOHTPOJIMDYEMble HCCIe[OBaHUsL, 4YTO 3aTPYyJHSET
HeIoCcpe/ICTBeHHOe CPaBHEHUS METO/[OB JIeYeHHUsI.

6) Buoncus omnyxoJsieBod TKaHU JJisl MOATBepAeHUs aAvarHo3a CKM BbINOJIHSIACh PEAKO, AUATHO3 BBICTABJSJICS Ha
OCHOBaHUWU KJIMHUKO-JIA60paTOPHBIX JaHHBIX.

7) HecMoTpsi Ha mpUMeHeHHe pa3/IMYHbIX CXEM JIeUeHHs] B pa3HbIX CTpaHaX, IpenapaTaMyd NepPBOM JIMHUU SIBJISIIOTCS

KOPTHUKOCTEPOU/bl B COYETAaHHWH C MNpelnapaTaMd BTOPOM JIMHUH, KOTOpble B pPasHbIX CTpaHaX ObLIM Pa3IUYHbIMHU -
HeceJIeKTUBHbIE GeTa-aJJpeH06I0KaTOPh! (PONPAHOJI0); IUTOCTATHYECKUE TPOTHUBOOMYX0JIEBblE XUMHOTEPANIEBTUYECKHE
JIeKapCTBEHHbIE Mpenapathl (HKI0bochaMul, BAHKPUCTHH); 3MGOIU3aLUsI apTepUN ONYX0JIW; JiyueBasi Tepamnusl.

8) Heo6xoauMa pa3pa6oTKa NPOTOKOJIOB AUATHOCTHUKY U JIeueHUsI JAHHOU MaTOJIOTHUH.
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KA3ABAX-MEPPUT CUH/JPOMEI (9 EBH LI0J1Y)



Tyilin: TpomboyumoneHusiHbl MymulHybl 6ap caaumapaslk (dcanrei3d) 2emanzuoma. (Kasabax-Meppum cuHdpombl) cupek
Ke3decemiH aypy, cOHOblkMaH 6aKblA1GHAMbIH 3epmmeyaep Hok, 6y1 emdey adicmepiH canbicmblpydel KubiHdamadsl. Makasnada
omaHobIK JHcaHe wemendik adebuemmepde cunammanrai Kazabax Meppum cuHOpomblHbIH dHcaFdatinapsl KeamipinzeH.

Tytlindi ce3dep: Kasabax-Meppum cuHOpoMbl, 2eMaH2UOMA, MPOMBEOYUMONeHUs

G.N. Balmagambetova, V.M. Shmonin, LI. Lagunov, U.A. Khakiev
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THE KASABACH-MERRITT SYNDROME (REVIEW)

Resume: Solitary hemangioma with consumption thrombocytopenia, also known as Kasabach-Merritt Syndrome (KMS), is a rare
disease, so there are no controlled studies, which makes it difficult to conduct a comparative analysis of existing treatment
methods. The article presents cases of Kasabach-Merritt's syndrome described in domestic and foreign literature.
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