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A solitary hemangioma with thrombocytopenia and general coagulation disorders is rather rare disease. There are definite
difficulties in diagnostic and treatment of this disease. In this article we describe two clinical cases of Kasabach-Merritt

syndrome diagnostic and treatment.
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[To xmaccudpuxanmu, npeIokeHHoN MexyHapo-
HBIM OOILECTBOM HCCIIEI0BaHUSA COCYAMCTBIX aHOMaJINH
(ISSVA), Bce cocyaucTbie aHOMAJIUU MOAPA3ICISIIOT Ha
COCYIIMCTBIC OIYXOJIM M COCYIHCTBIC Malb(hOpMAaLUH.
Cunipom Kazabaxa—MeppuTT — 3TO OMyX0jb, OTHOCS-
mascs K «tufted»-aarromamM u KarmomupOpMHBIM TeMaH-
ruosHpoTeIMoMam [1].

JlanHast OoJie3Hb HESICHOH STHUOJIOTHMH, BO3MOXHO,
ayTOCOMHO-/IOMUHAHTHOT'O THIIAa HACIEOBAaHUs, OITHCAH-
nas H. Kasabach, K. Merritt 8 1940 r. [2], BcTpeuaeTcst
TOJIBKO y AeTell mepBoro roxa >ku3Hu. [IposBnsercs wH-
TEHCHBHO pacTyIlei, OOMMpPHON KamMmUIAPHON TeMaH-
THOMOW C OOIIeH KPOBOTOUYHUBOCTHIO MHUKPOIIUPKYIIS-
TOPHOTO THIA, MPOTPEecCUpyome TpoMOonnTONeHnel
notpebnenns u anemueit [3]. Haunbonee gacras nokanu-
3aLUsl TMFAaHTCKUX T€MAaHTMOM B KO)K€ TYJIOBHMIIA, ILIEH,
JMLIA, TOJIOBBI, PEKE BO BHYTPEHHHMX OpraHax, B OCHOB-
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HOM — 3TO TIe4€Hb, roJIOBHOM MO3T [4]. Tepanus remaHru-
OM B HAaCTOSIIEE BpeMsI IOCTaTOYHO CTaHIapTH3NpPOBaHa
— JUINTENIFHO U B BBICOKHX J103aX MCIIONB3YIOTCS TIIOKO-
KOPTUKOWBI (TIPEHU30JIOH WM METHIPEIHU30JI0H),
uHTepdepoH, a 1pu He dPPEKTUBHOCTH — BUHKPHCTHH.
AJBTepHAaTUBHBIMU METOJIAMU JICUCHUS SIBIIAIOTCA Ja3ep-
Hasl Tepamusi, CKIePO3aHThl U AMOOIM3UPYIOIIHNE Belle-
cTBa, KpuoaecTpykuus [5—8]. OnHako U B 3TUX Cllyda-
X He BCerna yHaeTcs JOCTHYb JKEITaeMOro pe3ysbrara.
IlosToMy OOnbIION MHTEpEC BBI3BIBAET MPOMPAHOINIOI.
DTO HEeCEIEKTUBHBIN [-010KaTOp, 00JaIat0NINi aHTHAH-
THaJbHBIM, TUTIOTCH3UBHBIM U aHTHAPUTMUYECKUM 3(-
¢dexTom. Ilo maHHBIM TUTEPATYPBI, TPOIIPAHOIION MOXKET
TOPMO3HUTH U BBI3BIBATH PETPECCUI0 reMaHTnoMsl [9, 10].
[lox HamM HaOMIOMEHNEM HAXOMWINCH JBa peOeHKa
¢ cuaapomoM Kazabaxa — MeppHTT, TOCTIMTAIN3NPOBAH-
HBIX B OTAEJIEHHUE YENIOCTHO-TULEBOM XUpypruu Jlerckoit
pecnyOnukaHckoi knuHndeckoi 6onpHuIE (JJPKB).
IepBblii  kaumHUYeckuii ciay4daid. JleBouka 3.,
07.10.2010 roma poxxaenus (3 mMec), MOCTYNUIA B OTAEIe-
HUe YesocTHO-u1eBoi xupypruu 01.02.2011 r. ¢ nuarso-
30M: ['eMaHTHIOMa TPaBO¥ OKOJIOYIITHO-)KEeBATEIbHOM 00a-

69



POCCUICKMIA CTOMATOSTOTUYECKII XKYPHAT. 2019; 23(2)
DO http://dx.doi.org/10.18821/1728-2802-2019-23-2-69-71

KnuHunueckne nccnegosaHua

cTh» (a ecThb y aTOrO0 3a00neBanus auar€os 1o MKb?)
AHaMHe3 KU3HHU: peOCHOK OT IEePBOM HOPMAILHOU
O6epeMeHHOCTH. POonbl mepBBIe CpOYHBIE, (H3HOIOTHYE-
ckue. Macca npu poxxaeanu 3800 1, ymmHa 52 cMm.
AHaMHe3 3a0oJieBanust: [Ipu poxxaeHIN BU3yaTH3u-
poBaJics AKXMMO3 I1IeuHOM obnactu auameTpom 1,0 x 1,5
cM. B Teuenne 3 mec oOpa3oBaHie HHTEHCUBHO YBEIUYH-
Bajoch B pasmepe. B derpane 2011 1. peOeHOK BIiepBHIE
KOHCYJIETUPOBAH 4YeN0CTHO-JNLEBbIM Xupyprom JIPKB.
JeBouka rocnuranusupoBana B otaenenue YJIX c aua-
ruo3om: D18.0 'emanrnoma 000 nokanusamnuu, «O0-
LIMpHAsl TeMAaHTHOMa OKOJIOYIIHO-KEBATEIbHON 001acTi
cnpaBay. [IpoBeneno obcnenosanue: OAK Hb — 95r/m;
Tr — 180 000; L — 6,9 - 10°%; neiikorrapHas Gpopmyna B
npejieNiax HOpMBI; CBEPTHIBAEMOCTH 3'30/, IHTETBHOCTE
kpoBoTeuenus -1,95". PKT romoBsl u IIed — TeMaHTHo-
Ma OKOJIOYIITHO-)KEBaTeJIbHOW 00JIacTH crpaBa OOJBIINX
pasMepoB C paclpocTpaHEeHHEeM Ha OOKOBYHO IMOBEpX-
HOCTh IIeu. VIHbeKIMOHHAs CKIepoTepanus NpoBeacHa
03.02.2011. C ynmyumieHreM Obljia BRIITUCAHA TOMO.
17.02.2011. B TSKEJIOM COCTOSIHHH 33 CYET TPOMOOIIH-
TOTICHUY, AaHEMUH U PECITUPATOPHBIX HAPYIICHUH BCIIC-
CTBHE arpeCCUBHOTO pOcTa 00pa3oBaHus Obllia BHOBB TO-
CIUTAN3UPOBAHA B OTJCIICHUE YETIOCTHO-JIUIIEBOH XU-
PYpruu 1o HeoTIKHbIM nokazanusim. OAK Hb — 83r/i;
Tr—26 000; L — 6,28 - 10°; MOHOIIUTO3; CBEPTHIBAEMOCTh
446", nmurensHOCTh KpoBoTeueHus -0'507; TITU-43%;
OMOXMMHUYECKHUE TTOKA3aTeNu B Ipeenax HopMbl. MecT-
HO: BBIP@XKEHHBIH, OOIINPHBIN, HAMPSKESHHBIA OTEK MST-
KHX TKaHEH OKOJIOYIIHO-KEBATEIBHOI 00IACTH CIpaBa ¢
MIEPEX0IOM Ha BEpPXHEE BEKO, MOAUEITIOCTHYIO, MICHHYIO
obnactu, cuHIONIHO-0arpoBoro 1Bera. PKT B inHamuke —
MaTOJIOTHYECKOe 00pa30BaHIe OKOJIOYITHO-KEBATEIHLHOM
o0yacTy crpaBa, WHTEHCHBHO HaKaIIMBAONlee KOH-
TpacCTHOE BEMIECTBO (TeMaHTHOMa? aHTHcapkoMma?),
30Ha OOIMPHOTO MEePUPOKATLHOTO OTEKa, OTEKa MsT-
KHX TKaHel mapadapHHreanbHOTO MPOCTPAHCTBA CIpa-
Ba C Cy)KEHHEM IpOCBeTa POTOrIOTKUM. Ha ocHoBaHuu
KJIMHUKO-TEMaTOJIOTHYECKON KapTUHBI MOCTABIEH AHa-
raHo3 — cuHnpom Kazabaxa — Meppurrt. 18.02.2011 1. ObI-
JIa TIpOBe/IeHa aHTHOTpadus C SHAOBACKYIAPHON OKKITIO-
3Uel HapyXHOU COHHOM apTepuu. Hauaro koHcepBaTuB-
HOE JIeYeHHe: MyJIbC-Tepanust mpeaHn3oaoHoM (10 mr/kr/
cyT, Ne 3) ¢ ganmpHEHIIMM MEpPEeBOAOM Ha MEPOPATbHBII
MpUeM B TeUeHHE 3 MecC, 3aMECTUTENbHAs Tepanus dpu-
Tpouutapaoit mMaccoit, C3I1 (pacmmdporars). Ha done
MIPOBOAMMOTO JIeUueHHs y peOeHKa 0TMedaslach IMOJIOKH-
TeJTbHAsI TUHAMHKA: OTEK aHTMOMAaTO3HOW TKAHU YMCHbB-
IIIaJICSI, CTAHOBWIICS MCHEE HANPSHKCHHBIM, KYITHPOBAHBI
pecnupaTopHbIe HAPYIICHUS, HOPMAIH30BAJINCh TIOKa3a-
Tenau nepudepuyeckoir kposu, Tr — 178 000; Hb — 107
r/n. B aBrycre 2011 1. Hauara Tepa-
1S IPOIPAHOIIONIOM (MaKCUMabHas

eM B JIPKDB, perymspHo oGcienyercst B auHamuke. Co-
CTOSIHUE YJIOBJIETBOPUTENIBHOE, JIMIIO CUMMETPUYHOE,
OTeKa MITKHX TKaHEH OKOJIOYITHOH 00JacTH He orpene-
JISICTCSI, HO COXPAHSCTCS He3HAYUTEIbHAS [INAHOTUIHOCTh
KOXHBIX MOKpoBOB. [lo manueiM Y3U ot 22.03.2013 .
BH3YAJIN3UPYETCS MATOIOTHYECKOe 00pa3oBaHUE OKOJIO-
YITHOW M MIEYHOW 00macTu pazmepom 67 x 39 x 63 MM
C HCUETKUMHU HEPOBHBIMU KOHTYypaMH, COAEpKallee COo-
cyabl [uaMeTpoM 3,7-5,2 MM, apTepuu ¢ MaKCUMaJIbHON
ckopoctreio 0,59 m/c, Bennl ¢ JICK — 0,13 m/c, HeomHO-
pOMHOE MO0 CTPYKTYypE C THUMOIXOTCHHBIMH YYacTKaMU
pasmepom 1o 4,5 mm. Ytommenue [DKC mo 6,0 mm,
He comepxkamee cocynoB. B OAK ot 03.2013 . Tr —
240 000; Hb — 125 r/m; L — 7,4 - 10%/m; OKT B npenenax
BO3PACTHOM HOPMBI.

Bropoii kauHnuyeckuii cuayvaii. JleBouka A.,
26.03.2012 r.p. (27 mHeii KU3HU), TOCTYIIHIA B OT/IENE-
Hue yemocTHo-nuneBor xupypruu APKbB 22.04.2012 . B
TSDKEIIOM COCTOSTHUM H3-3a TPOMOOILIMTONICHNUHU, aHEMHUU,
KOAryJonaTuy, pecnupaTopHbIX HApyIICHUH BCIEICTBUE
CHaBIICHUS BEPXHUX JBIXaTEIBHBIX ITyTeH arpeCCUBHO pa-
CTYIIIIM aHTHOMATO3HBIM O0pPa30BaHUEM B OKOJIOYIITHO-
JKEBATEJIBLHOM, IIEYHOM, IMOJYETIOCTHON OOJIacTH Ien
CJIeBa, C MEPEXOIOM Ha IMPABYIO MOJOBUHY MOTICITIOCT-
HOM o6nacTu.

AHaMHe3 KW3HH. PeOCHOK OT BTOpPOW HOPMAalIbHOM
OepemeHHOCTH. BTOpBhIe cpovHbIe (hU3NOTIOTHYECKHE PO-
nbl. Macca npu posxxaernun 3260 1, poct 54 cMm. 3akpuda-
7a He cpasy, mo Amnrap 26-50-80 (00BHTHE ITyTIOBUHOM).
[Ipu poxxaeHr BU3yaTn3upoBaIn OOIIUPHYIO TeMaHTHO-
My IIIEH, JTUIa, 0€3 BUAUMBIX IIPU3HAKOB OTCKA.

AHamHe3 3a0osieBaHusi. B Bo3pacte 11 nHel KoH-
CYJIBTHPOBAHA MEAUATPOM U YETIOCTHO-JTUIEBBIM XUPYP-
rom JIPKB. Ananu3 nepudepuueckoii KpoBu 03 maro-
JIOTUYECKUX U3MEHEHHHA. BBICTaBIIeH MpenBapuUTeIbHBIN
muarHos: D18.0 I'emanrnoma nro6oit mokanmzarmn, «O0-
MIApHAs TEMAaHTHOMA B OKOJIOYIITHO-KEBATEILHOM, IIeU-
HO, ITOJTYETIOCTHOM 00IaCTH IIIeH CJIEBA C IIEPEX00M Ha
MPaByI0 MOJOBHHY MOAYETIOCTHON oOmactu». CHHIPOM
Kazabaxa — Mepputt? Hasuauen mpomnpanonon, OAK c
KOHTPOJBHBIM OCMOTPOM dYepe3 Hexaento. JJoma npomnpa-
Hoston pebeHky He naBamu. C 20.04.2012 r. yxynmenue
COCTOSIHHSI, PE3KO€ YBEITUUCHUE Pa3MEPOB TEMaHTHOMEI,
HapacTaHue BsUIOCTH, OnemHocTH. OOpaTwimch B TpHU-
emHbIi okoit JIPKD, B aHanu3ax KpoBu TpoMOOIUTOIIE-
HUsL 6 ThIC., aHeMUs 73 T/11, pecnupaTopHble HApYIICHUS
BCJICICTBUE CHABICHUS BEPXHUX [bIXATEIbHBIX IyTEH.
l'ocniuTanu3upoBaHa Mo SKCTPEHHBIM MOKa3aHUSIM B OT-
nenenne YJIX. JlanHbIe IpecTaBiIeHBI B TaOIHIIC.

B ornenennu mposeneHo obcienosanue. Y3U obpa-
30BaHMS — B MTOAOOPOAOUHON 00MacTr, OOKOBOI MOBEpPX-

JlanHble JIa00PATOPHBIX HCCAe0BAHNN

n03a 3 MI/KT/CyT) B T€UCHHE TO/Ia, HA

Jara | COD | WBC | Sg | Ly [ Mon | Eo | Ba | RBC | HGB | PLT | Ret | HCT

(oHE YEero OTMEUaNIOCh 3HAYUTEIIb-
HOE YIYYIIICHHE MECTHOTO CTaryca,
OTeK MSTKMX TKaHEll perpeccupo-
Baist. [Ipu nocTukeHUM MOMHOM cTa-
OWIM3alnu  KIMHUKO-Ta00paTopHOit
KapTHHBI pPeOCHOK OBLI BBHINKCAH
JoMoil. Jlo Hacrosero BpeMEHU
JIeBOYKA HAXOJUTCS IO/ HAOIIOICHH-

22.04.2012 3

29.04.2012

28.05.12.

70

9,3 69,2 14 0 0 211 73 6 21,2
IMocne 1-it sH10BACKY/IAPHON OKKITIO3UM U Ha (JOHE ITyJIbC-TEPAINH NPETHU30JI0HOM, aHATIPUITH-
HoM, Tr-maccer u C3I1

73 103 46

IMocne 4-if sHKOBACKYIISIPHOM OKKIIIO3MH U Ha (hOHE IpeHU3010Ha (1ynbe-Tepanus 10 mr/kr),
aHanpuinHa, Tr-maccel 1 Er-maccsr

14,7 386 114 30
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HOCTH IIIeH, JICBOH IIEYHOH 00acTu Ha IIyOuHe 2 MM OT
MIOBEPXHOCTH KOXH BHU3YAIIM3UPYETCsl OOIITUPHOE T1aTOJIO-
THYECKOe COCYANCTOE 00pa3oBaHUE C HEPOBHBIMH HEYET-
KHMH KOHTYPaMH, HEOTHOPOIHOE TT0 CTPYKTYpE, C y94acT-
KaMH{ MOBBILIEHHON U IIOHM>KEHHOW SXOT€HHOCTH, COCTOSI-
11ee U3 MHOYKECTBA MATOJIOTHYECKUX COCYIIOB: AUAMETPOM
ot 1,2-6,0 MM, apTepralibHbIe COCYAbl ¢ MaKCUMaJIbHON
ckopocthio 0,60 M/c, BEeHO3HBIE COCY/bI C MAKCUMAIbHON
ckopocthio 0,42 m/c. [Taronormueckoe oOpazoBaHHe UMe-
eT THTAIONINH apTepUaNbHBIA COCYA ClieBa ITHAMETPOM
B B-pexxume 1,3 mm, npu LIJIK (pactmmdposars) nuame-
TpoM 3,5 MM ¢ MakCHUMaNbHOU ckopocThio 0,60 m/c, man-
HbIi cocyn orxoauT oT HCA (pacmmgposars) Ha ypoBHE
oudypkarmu, Beime HCA auamerpom 1,5 MM, cocymabl
MUTAOLIME HA YPOBHE MEpelleiika IUTOBUIHOM Kese3bl
CTpaBa U CIieBa, ¥ CO CTOPOHHI mojiocTH pra cieBa. OAK:
Hb — 73 t/m; Tr - 7 000; L — 5,18 - 10°; MOHOIIUTO3; CBEP-
TeIBaeMOCTh 3'03”, nuMrensHOCTh KpoBoTeueHus — 0357
¢udpunoren 0,75 r/m, I[ITU — 43%; OnoxuMHUYIecKue T0-
KazaTelaM B Mpeesiax HOpMbl. MeCTHO: acCUMMETpus JIu-
[a 3a CYET BBIPAKEHHOTO, OOIIMPHOTO, HAMPSHKCHHOTO
OTeKa MSTKUX TKaHeW TeMHO-OOpmoBOro msera, Oe3 Jer-
KHX TPaHHMI] OKOJIOYITHO-)KEBATeIbHON, IEYHOH 00IacTu
ClIeBa, C TMEPEXOJOM Ha BEPXHEE BEKO, MOMUYEITIOCTHYIO,
meiHyto obactu crpapa. [loctaBieH AUarHo3: CHHAPOM
Kazabaxa—Meppurt. BbinonHeHa peHTTeHIH0BACKYIISP-
Hast OKKJIIO3MsI COCYJIOB, IIUTAIONINX 0Opa3oBanue. /lanHoe
OTIEPAaTHBHOE BMEMIATEIIHCTBO MOBTOPEHO UYETHIPE pasza B
CBSI3M C HETIPEKPAIIAIOIINMCS pOCTOM 00pa3oBaHMs, TPO-
TpecCUpyIoIei TPOMOOIIUTONICHUEH U TXKECTBIO COCTOSI-
Hus. [lapannensHo MPOBOAMIOCH KOHCEPBATHBHOE JIeUe-
HUE: IMyJIbC-Tepanus MPeIHU30I0HOM 15 mr/kr/cyT Ne 5 ¢
JATTbHEHIITNM TIepOpaIbHBIM IPUEMOM 2 MI/KT, IPOTPAHO-
JI0)1 3 MI/KT JITUTEBHO, UHTEP(EpOH, CHMITTOMaTHIeCKast
U 3amectuTenbHas Tepanus Tr-maccoit Ne 5 u Er-maccoit
Ne 2, C3I1 Ne 2. Ha ¢one mpompanosiona, myiIbC-Teparin
DIFOKOKOPTHUKOUIAMA ¥ BHYTPHUBCHHBIM BBEICHHEM HH-
TephepoHa KIMHIYECKH OTMEUATIOCh YIy4IlICHUE: YMCHb-
LICHUE Pa3MEPOB TEMAHTHOMBI, I[BET KOXKHBIX MOKPOBOB
B 00JIaCTH TEMaHTHOMBI OJIeHEN, KYITUPOBAJICH pecupa-
TOPHBIH CHHIPOM, YBEIHUYUIOCH KOJMIECTBO TPOMOOITH-
TOB ¥ TEMOTJIOOWHA.

IMocne crabunm3arym cocrostaus B wrone 2012 1. pe-
OCHOK TEepeBEeNeH B CTAMOHAP IO MECTY >KUTEIHCTBA
IUTST TIPONIOJDKEHUsS JiedeHusl. Jlo HacTOALIer0 BpPEeMEHU
neBouka HaOmogaetcs B JIPKB. B teuenue roma npunm-
Mmauia rpornpanoinon 3 mr/kr/cyt. CocrosiHue peOeHKa cra-
OunpHOE, ONMMKe K yIOBIETBOpUTENbHOMY. JInmo crano
CUMMETPHUYHO, HO COXpaHSETCS IIHAaHO3 Ha MECTe COCy-
nuctoit ormyxounu. [Ipu moropHbix Y3U nocine okkio3uu
COXpaHAETCs MaTOJIOTHYECKOe COCYANCTOe 00pa3oBaHue,
MaTOJIOTUYECKUX COCYIOB MCHBIIIC.

OKT, nokazarenu nepudepryeckoil KpoBU B Tpejie-
nax Qusuonoruueckoir HopMbl. OAK ot 04.06.2013 1.
Hb — 122 r/m; Er — 3,4 v/m; Rt — 3%; Tr — 254 ThIC.

BriBoa

Takum 006pa3om, paccMaTpHUBas 3TU 1B KITHHUIECKUX
ClIy4as, MOXHO CACJIaTb BbIBOA, YTO MPUMCHCHUC PCHT-
TeHYHJIOBACKYIISIPHON OKKIIIO3UH COCYIIOB, MHUTAOIIMX
o0Opa3oBaHue, U MPUEM TIPOTIPAHOIIOIA TOBOPAT 00 Oue-
BUIHOM IIPEUMYIICCTBE 3TUX METOHAOB. HpI/IOCTaHaBJII/I-

Clinical investigation

BAETCS HE TOJBKO POCT, HO ¥ COKPAIIACTCS pa3Mep OIyX0-
su. HauanbHble MpU3HAKU YAYUIIEHNs OTMEUAIOTCS YKe
B TepBble CyTKH JiedeHns. CoKpalmieHne JUTHTEIFHOCTH
JIeYeHNsT TIPEHU30JIOHOM — HAWMEHBIIee KOJIMYECTBO
1mo004HBIX 3 dexToB. PazBuTHe 00enx MamueHToK COOT-
BETCTBEHHO CBOEMY BO3pacTy.

duHaHcupoBaHue. VccredosaHue He uMenO CHOH-
COPCKOU NOOOEPIHCKU.

Kondaukt unrepecoB. Asmopul 3as6iaom od om-
CYmMCmBUlU KOHQIUKMA UHMEPECOs.
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