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Kanommndopmua remanrioengorenioma (KI'E) srigHo oHoBneHOI knacudikarii ISSVA 2018 Hane>xutp 1o 1o-
Ka/IbHO-arPeCUBHYX yX/IMH. Y 6iIbIIOCTi BUNAKiB — mpu6musHo y 79%, nepuii kininiuni npossu KI'E BuHuKaoTH
y nepiofii HOBOHapO/PKeHOCTI. Y Bunazky nokanisanii KI'E B mediHIyi, 111 CMMITOMHA ITyX/IMHA MA€ TEHAEHIIII0 10
K/THI9HO-3/I0SIKiCHOTO TIepe6iry 3 BCOKUM piBHEM PO3BUTKY 3aTPO3/IMBIUX UL KUTTS YCK/IQ[JHEHD Ta CMEPTHOC-
i. Cepefi TaKVX yCK/IafHEHb JOMiHYIOTb IposABK cuHApoMy Kazabax—MepirT, BHyTpilllTHbOYEepEBHMX KPOBOTEY,
CepLEeBOl HeIOCTATHOCTI 3 POSBUTKOM JVIXaJbHUX po3nafiB. [l miKyBaHHA BUKOPUCTOBYIOTHCS Pi3Hi MigXOmu,
aJsle craHAAapTN30BaHoro nifxony o nikysanHA KI'E ta i ycknagHeHb He icHye. ] ocTaTouHoi Bepudikanii mia-
THO3Y HeOoOXi/JTHO TPOBeCT! IMYHOTICTOXIMIUHe JOCi/KeHHs TKaHVH CYAMHHOI TyX/IHM Ha MapKepy mpoide-
pauii enprorenito cyaun — CD-31 ta CD-34. ITpu nibomy crif 3BaxkaTy, o fydepeHIiiabHa AiarHOCTUKA CYAMHHUX
HOBOYTBOPEHbD IeYiHKM YCK/Ia/HIOETCS HEIOLIbHICTIO IIPOBeieHHs 610IICii CyAMHHOTO HOBOYTBOPEHH IeYiH-
KU B 3B’ 3Ky 3 PM3JIKOM BYHUKHEHH: MacYBHOI KPOBOTe4i 860 IIPOBOKYBAHHAM HEKOHTPO/IbOBAHOTO POCTY ITyX-
nuHK. 3aOPYKOI0 ycmixy piarHoctuku ta aikyBanHsa KI'E nmedinku € 0613HaHICTb AUTAYMX XipypriB, efiaTpis Ta
HEOHATOJIOTIB IIPO 1110 IIATOJIOTi0, PETENbHIN aHaJIi3 K/IIHIYHUX IIPOABIB, pe3y/IbTaTiB KIiHIYHMX Ta Bidyasisarii-
HUX METOIB IOCTI/KEeHHs, TaKMX 5K KoMIT foTepHa Tomorpadis (KT) abo marniTHo-pe3oHaHcHa ToMorpadis
(MPT). Y cTarTi HaBe#eHO KTiHIYHNMII BUIIaJOK KOMIUIEKCHOTO JTiKYyBaHH:A Karou1(popMHOi reMaHTioeHIoTesio-
MM IIe9iHK) Y HOBOHAPOXKEHOTO 3 BUKOPUCTAHHAM BiHKPUCTUHY, 110 3a0€3MeYN/I0 MOXX/INBICTD paiiiKaIbHOTO
XipypriyHoro BujajeHHA CyAMHHOI MyxXauHNU. HaflaHOo OI/IAM CydacHOil TiTepaTypu.

HocnimKeHHA BUKOHaHI BifiMoBifHO o mpuHLMIiB lenbcinchkoi [Jeknapanii. IIpoTokon gocmimkeHHs yxBare-
HUI1 JIOKa/IbHYM eTVYHMM KOMITeTOM BCiX 3a3HaueHuX y pobori ycrano. Ha mpoBeieHHs BOCTiIXKeHb OTPUMaHO
indpopmoBany 3rogy 6aTbKiB AUTVHNA.

ABTOpU 3aAB/IAIOTH IPO BiICY THICTb KOH(ITIKTY iHTEpeciB.

Kntouosi cnosa: xanommndopmHa reMaHIi0eHA0TeTioMa, HOBOHAPOKEH], BIHKPUCTIH, Pe3eKIis IediHKI.
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According to updated ISSVA 2018 classification, kaposiform hemangioendothelioma (KHE) is related to locally aggressive tumors. In most cases — ap-
proximately in 79%, the first clinical signs appear in neonatal period. When located in liver, this symptomatic tumor tends to clinically-cacoethic
presentation with life threatening complications development and high death rate. Among such complications Kasabach—Meritt syndrome, intraab-
dominal bleedings, cardiac failure, and respiratory disorders should be mentioned. Numerous treatment options of KHE and its complications are
being used, but no standardized approach exists. To verify the final diagnosis immunohistochemical analysis of tumor tissues must be performed for
endothelium proliferation markers, such as CD-31 and CD-34. Differential diagnosis of hepatic vascular tumors is complicated because the biopsy is
not performed in general, as there is a high risk of massive bleeding or uncontrolled tumor growth provocation. The success of KHE treatment depends
on pediatric surgeons’, pediatricians’, and neonatologists’ knowledge on this pathology, on careful analysis of clinical presentation and diagnostic
findings, especially of imaging methods like computer tomography (CT) or magnetic-resonance imaging (MRI). The article highlights the clinical case
of complex treatment of hepatic Kaposiform hemangioendothelioma in a newborn with vincristine administration, that allowed to perform the
surgical resection of vascular tumor. The current state literature review is presented.
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KanowudopmHas remaHrnosaHgotenmoma (KM3) cornacHo obHoBneHHOM Knaccudmraumm ISSVA 2018 0THOCKTCA K 1OKaNbHO-arpeccUBHbBIM ONYXONAM.
B 6onblunHcTBe Cnyyaes — NpubansnTensHo B 79%, nepsble nposasaeHns K3 BO3HWKAIOT B nepuoge HOBOPOKAEHHOCTU. B cnyyae nokanusaumm K3 B neveny,
3Ta CUMMTOMHAA OMyX0/b UMEET TEHAEHLMIO K KIMHUYECKM-3/10KaUECTBEHHOTO TEYEHUSA C BbICOKMM YPOBHEM PA3BUTUA YTPOXKAIOLLMX }KU3HWU OCIOKHEHWI 1
CMepTHOCTU. Cpean TakKUX OCNONKHEHUN JOMUHUPYIOT NPoABAeHUA cuHApoma Kasabaxa-MepuTT, BHYTPUOPIOLWHbIX KPOBOTEYEHUI, CepaeUHO
HeA0CTaTOYHOCTM C Pa3BUTUEM AbIXaTENbHbIX PACCTPOMCTB. B IeYEHUM MCMONBb3YHOTCA Pa3vyHbIE MOAXOAbI, HO CTAaHAAPTU3MPOBAHHOTO NOAXO0AA K JIEYEHUIO
KI'3 1 €€ ocnoxHeHui He cyLecTByeT. 1A OKOHYaTeNbHOM BepudUKaLLMM AnarHo3a HeobXo4MOo NPOBECTU MMMYHOMMCTOXMMUYECKOE UCCIEL0BAHUE TKAHK
COCYAMCTO ONYXONM Ha MapKepbl Npoandepauum snaotenus cocyaos — CD-31 v CD-34. Mpu 3TOM CnesyeT yuuTbiBaTh, YTo AnddepeHLManbHan AuarHoCcTvKa
COCYAMCTbIX HOBOOBPA30BaHMIA NEYEHU OCNOKHAETCA HELLENECO0BPA3HOCTLIO BbIMOHEHWSA BUOMNCHM COCYANCTOTO HOBOOBPA30BaHMA NEYEHU B CBA3M C BbICOKUM
PUCKOM BO3HUKHOBEHWA MaCCUBHOTO KPOBOTEYEHMA NPOBOKALMN HEKOHTPOIMPOBAHHOIO POCTa OMyX0/W. 3a/10rOM yCrexa AUarHoCTUKM U neverna KM neyeHu
ABNAETCA OCBELOMNEHHOCTb JETCKUX XMPYPrOB, NEANATPOB U HEOHATO/IOTOB O JAHHOW NATONIOTUK, TLLATE/bHbIN aHAaNN3 KAMHUYECKUX NPOABNEHUI, Pe3yNbTaToB
KNMHUYECKUX W BU3YANM3aALMOHHBIX METOA0B 06CNeA0BaHMA, TAaKMUX Kak KoMnbtoTepHas Tomorpadus (KT) am marHutHo-pesoHaHcHas Tomorpadus (MPT).
B cTaTbe onucaH KAMHUYECKMIA CyYait KOMNIEKCHOTO IeYeHNA KanownPOpPMHOW reMaHTMO3HAOTENMOMbI NEYEHU B HOBOPOMKAEHHOIO C NPUMEHEHNEM
BUHKPWCTWHA, KOTOpoe 06ecneynno BO3MOKHOCTb yAaNEeHNA coCyaucToi onyxonu. MpeactasneH 0630p coBpemMeHHON uTepaTypbl.

MccnesoBaHve BbINONHEHO B COOTBETCTBMUM C NPUHLMNAMU XeNbCUHKCKOM [leknapaumu. MpoToKon uccnefosaHna ogo6peH JIokanbHbIM 3TUYECKUM

KOMWTETOM BCEX Y4aCTBYIOLLMX YYpEKAEHUIA. Ha npoBeseHue nccaefoBaHui 6bi10 noay4eHo MHGOPMUPOBAHHOE Cornacue poauTeneit pebeHKa.

ABTOpbI 33a9BNSAKOT 06 OTCYTCTBUM KOHGNMKTA UHTEPECOB.

Knroyesslie cnosa: KaI'IOLIJVId)OpMHaFI reMaHr’Mo3HA0TENIMOMA, HOBOPOXKAEHHbIE, BAHKPUCTUH, pE3eKUMA NeYeHn

Beryn

[TyxnuHu nevyinky € pifKiCHUMM, B IiTell CTAaHOB/IATD
5% Bif YCiX IyX/IMH, BUABJIEHNX Y IIJIOMIiB Ta HOBOHAPO-
mxeHux [14]. Haitgacrime e ;o6posikicHi cyauHHi
IyX/IVMHU. 33 JAaHVMM Pi3HMX aBTOPIB, YacTKa CyAMHHNX
IYX/IVH [IeYiHKM KonuBaeTbes Bif 8,6% [20] o 60% [8].

Kanommdopmua remanrioenorerioma (KI'E) € pin-
KicHOI0 GLUT-1 HeratuBHOIO CMITOMHOIO ITyX/IMHOIO
3 BUCOKMM PiBHEM PO3BUTKY 3aTPO3/IMBUX YCK/IaHEHb
Ta CMEPTHOCTI. 114 aTos10risA 1iarHOCTY€EThCA Y HOBO-
HapOKEHNX Ta fiiTell paHHbOro BiKky [11,17]. 3rizHo
oHoBeHoI Knacudikanii ISSVA 2018, KT'E BigHocuTbes
JI0 JIOKA/IbHO-arPeCUBHNX, a00 MOTPAHNYHIX IYX/INH
[7]. 3a onjinkoto bocroncpkoro Lentpy Cynunnux AHo-
marniit, KI'E sycTtpivaerbca B 0,91 Bumagky Ha
100 000 HoBOHapomKeHNx [16]. [l nikyBaHHA BUKO-
PUCTOBYIOTbCA pi3Hi migxonu Ta metopu [2,3,11,17], ane
efnHoro norAny Ha nikyBaHHA KI'E Ta ii ycknagHenb
He icHye. BUCOKIIT pU3KK pO3BUTKY 3aTPO3/INBUX [
XKUTTS CTaHIB JUKTY€E HeoOXigHicTh 06i3HaHOCTI Me-
IOVYHVX IPaLliBHYKIB IIPO caMe 3aXBOPIOBAHH S, METOIU
CBOEYACHOI IIalrHOCTUKI Ta CTPaTerii TiKyBaHHA.

HocnigKeHHA BUKOHaHI BIIIIOBIAHO O IPUHIIUIIIB
Ienbcincpkoi Jexknapanii. IIporokon gocnifkeHHA
yxBasieHnit JIokanTbHUM eTMYHMM KOMIiTeTOM BCiX 3a-
3Ha4YeHUX y poboTi ycraHoB. Ha mpoBeseHHA mocrti-
JDKeHb OTPYMaHO iHpOpMOBaHy 3rofty 6aTbKiB AUTHHIL

Kniniunuii 6unadox

Humuna H. rocmitanisoBana B HICJI «OXMAT-
IOWT»yBini 25 nHiB. 3 aHaMHe3y BifloMo, 1110 1iBYMHKA

Bix I BaritHOCTI, I mooriB mnsAxom KecapeBoro pos-
TUHY B TepMiHi recrauii 36 TUXHIB, Y 3B’A3Ky 3
€K/IaMIICi€I0 TsDKKOTO CTyTeHs:A B MaTepi. Maca npu Ha-
pomxenHi — 2190 r. Ilig 4ac yn1pTpasByKoBOro JOCHi-
mxenHus (Y3]1) npeHatanbHO B TepMiHi recrauii
35 TUKHIB 3aIliJ03pE€HO HOBOYTBOPEHH S B ITEYiHIIi.
[Toxasuuk anbdacdeTonpoTeiny npu HapoOIKEeHH]I —
<12000 IU/mL. Ha mopmanbpmomy o6CTeXxeHHi:
koMmIT toTepHa Tomorpadis (KT) 3 konTpacTHuUM mif-
CWIEHHAM Y Billi 6 JHiB, Ha AKill BCTAHOBJIEHO [iarHO3
¢oxanbHOI reMaHTiOMU IPYTOTO Ta TPETHOTO CETMEH-
TiB /1iBOI YacTKy nevinkm (puc. 1A).

ITim vac rocmiTamisanii — ckapru Ha IIOMipHY 3aJII-
Ky (32-36 nuxanbHuX pyxiB Ha XBUanHY). Caryparis
SpO, - 94% npu momayi 3B0I0KEHOTO KUCHIO Yepes
Macky. [Tpu 06’ eKTMBHOMY 0OCTeXXeHHI — aKpOIiaHO3
nepiop6iTanbHNUX AiIAHOK, HOCOTYOHOTO TPUKYTHMKA.
JIabopaTOpHO BUAB/IEHO TaKi 3MiHM: y K/TIHIYHOMY aHa-
ni3i kposi — anemis (Hb - 104 /1), TpoMbonnToneHis
(57x10°/m); y Koarynorpami — 3Hm>keHHA GibprHOTeny
(1,34 1/n), MOKOBXEHHS aKTUBOBAHOI'O YaCTKOBOTO
TPOMOOIIIACTIHOBOTO 4acy (44,9 ¢) Ta TpOMOiHOBOTO
qacy (20,4 c).

JWTVHI TpOBEeHO MarHiTHO-PE30HAHCHY TOMOTPa-
¢ito (MPT) opraniB yepeBHOI HOPO>KHIHY, BUABIEHO
YTBOPEHHA JPYroro Ta TpeThbOr0 CETMEHTIB JIiBOI YacT-
KU TIeYiHKM HeoffHOpiaHOI cTpykTypu (puc. 1B), 3 apre-
pioBeHO3HMMM IIyHTaMMu. [lopiBHAHO 3 monepenHiM
ROCTI/PKEHHAM Y AMHAMIlll BCTAHOBJIEHO 301/IbIIeHHS
HOBOYTBOPEHH: IPUO/IM3HO Ha 5%.
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Puc. 1. Mapaneni mixk pesynstaTamu BidyasisalinHUX MeTo-
LOiB [OCNIAMEHHA NALIEHTKU Ha Pi3HMX eTanax NikyBaHHA:
A — IHiujianbHe CKT gocniayKeHHs 3 B/8 NiACMAEHHAM 1eMOH-
CTPYE MACMBHE CyAMHHE YTBOPEHHA NiBOT YaCTKU NEYiHKM 3
HaABHICTIO MOPTOCUCTEMHMX LUYHTIB Ta 3HAYHUM PO3LLUMPEH-
HAM NEeYiHKOBMX BEH J1iBOT YaCTKW. BiamiyaeTbca nomipHa
KapAiomerania 3 nepeBa*kaHHAM NpaBuX BiALiNIB cepuAa Ta
HEeBE/IMKUI BUNIT B MOPOXKHMHI Nnepukapaa; b—MNpu MPT go-
CNiA’KeHHi Ha NOCTKOHTPACTHMX T1 3BaXKeHUX 306paKeHHAX
3 NPUAYLEHHAM CUTHaNa Bif, XKUpY (0BCTeXReHHsA nepes no-
YaTKOM NiKyBaHHA) MOKHa cnocTepiratbca nogibHi go KT
XapaKTepPUCTUKM iIHTEHCMBHOTO KOHTPACTHOIO MNiACUNEHHSA A
TaKOX 3MiHEHI CyaMHMN NiBOI YaCTKM NEYiHKM 3 HAABHICTIO
NOPTOCUCTEMHMUX LWYHTIB; B — Mpu gnHamiyHomy cnocTepe-
*KeHHi nicna 11 kypcis XximioTepanii BUABNEHO 3Ha4YHe 3MeH-
LWEeHHA PO3MipiB NYX/IMHU, 3BHUKHEHHA BUANMUX CYANHHUX
3MiH B NiBil YacTui NeYiHKN. YTBOPEHHA LWiNbHO MEXKYE 3
Karncysnot cenesiHkm

ITic/s mMBMUAKOTO MOTIipIIeHHS CTaHy JUTUHU (IIpO-
IpeCcyBaHHA ABUII 3aCTiIHOI CeplieBOI HEJOCTATHOCTI,
IMXa/IbHOI HEJOCTAaTHOCTI Ta pO3BUTKY TaKTaT-alUfo0-
3y) IUTUHY IlepeBeieHO Y BifjiileHHs iHTeHCUBHOI Te-
pamii. [IpoBeieHo pecnipaTopHy MifTPUMKY 3a JOIIO-

MOTOK alapaTy IITY4YHOI BEHTUIALIl JTereHb.
PenTrenonoriyHo BUABIEeHa KapfioMeranid. Bpaxosy-
104N K/IiHIYHO-3/T0AKiCHUII Iepebir 3aXBOpIOBaHH,
pillleHHA NP0 MOXX/IUBICTD XipypriYHOrO NiKyBaHHA
BifiK/ajieHo fjo crabinmisanii crany gutuan. CraH guTu-
HM 6yB BKpail TAKKUM, JUTHHA TOTpebyBasa iHoTpoI-
Hol migTpuMKu npotsirom 8 x1i6. [lo Teparmii gogaHo
IpefHi30H, aHAIPUIIiH Yy fo3yBaHHi 0,5 Mr/Kr/mo0y, 1mo
He BIUIMHYJIO Ha K/IiHiYHi IPOABMU.

BpaxoByroun npeHaTanbHO BUABJIEHY CYMHHY ITyX-
TIMHY, 1i piCT IiC/IA HApOIPKEHHA, K/IiHIYHO-3/T0AKICHIIT
nepe0ir i3 TPOMOOLMTONEHIEI0 Ta KOATY/IONATIE, Xa-
paKTep pafionorivHol KapTUHM, BiICYTHICTD e(eKTy Bif
aHAIPUIiHY, KJIiHiYHO BCTAaHOBJIEHMII [jiarHO3 «Karmo-
mndopMHa reMaHTi0eHZ0TenioMa redinkn». biorcio
He IIPOBEJIEHO Y 3B’I3KY 3 BUCOKIM PU3MKOM KPOBOTeUi.
berabnokaropu BifMiHeHO, IpU3HAYEHO BIHKPUCTHH Y
mo3yBaHHi 1,5 Mr/m?.

3a yac nepeOyBaHHA y Bifili/leHHi iHTeHCMBHOI Tepa-
il AuTHMHA OTpUMYyBaa iHQy3iiiHy Tepallilo, aHTuOaK-
TepiaZbHy Tepalilo Ta CUTYaliIHO-CUMIITOMATUYHY
Tepariio B moBHOMY o6c¢s3i. Ilics 11 ni6 iHTeHCHBHOL
Tepalii JiBYMHKY IIepeBENEeHO 10 BiIi/IeHHA Xipypril
HOBOHAPOPKEHNX.

Ha xonTponpromy MPT micna gotnppox 6/10KiB Xi-
MioTepanii BIHKpUCTVHOM BCTAHOBJIEHO, 1110 HOBOYT-
BOPEHHS B JIBill 4aCTLi ITIEYiHKN 3 I03aI€YiHKOBUM
HOIIVPEHHAM 3MeHIINIOCh Ha 32%. Takox criocrepira-
€TbCA NOTOBILEHHSA CTIHOK HOBOYTBOPEHHS, 3BYKEHHA
fiaMeTpy aHOMAa/IbHOI APEHYIYO]I TI/IK!M MeYiHKOBOI
BeHM Ta 30i/IbIlIeHHs pO3MipiB ce/e3iHKM Ta IeYiHKy B
MIOPiBHAHHI 3 OIEpeNHIM TOCTiPKECHHAM.

Ha doni koHcepBatuBHoi Teparii reMopmHaMiuHi mo-
pyuIeHHs 6yr1o cTabinizoBano. /labopaTopHO: B KITiHi4-
HOMY aHaJli3i KpoBi NiBUIIVBCA piBeHb reMoOrIo0iny
(Hb-117 r/n), rpombonnTomeHis 36epiramacs, ane 3a-
rajipHa KiZbKicTh TpoMOoOuuTiB 36inpmnIacsa 1o
89x10°/, y koarynorpami — 6e3 maToNIOTiYHNX 3MiH.
ITanieHTKy 6y/10 BUNMCAHO /I IPOJJOBKEHHS JIIKYBaH-
HA BIHKPUCTMHOM 3a MicCIleM IIPO>KVBaHHS.

Iutui nposeneHo 11 6710kiB ximioTeparii BiHKpuc-
TMHOM. Po3Mipu myXjamHM 3arajoM 3MeHIIMINCA Ha
54% y NOpiBHSHHI 3 iHiIiaTbHNUM JOCTIIKEHHAM (puC.
1B), 1110 Haf1a/10 3MOTy IPOBeCTH Oe3IeuHe pajjiiKanbHe
BIJJa/IeHHA HOBOYTBOPEHHA.

[l mpoBeieHHA XipypriuHOro BTpy4aHHs 06pa-
HO — JIAIIAPOTOMIIO 33 TUIIOM «MepCefiec», 1o 3abes-
IIeYMB ONTUMAIbHUI JOCTYII JO MiBOl J1aTepanbHOI
cekuii mewinku Ta cenesinkm (puc. 2A). Ilig gac pesisii
BUABJIEHA Y X/IMHA JIiBOI JIAT€PabHOI CEKIIII IEYiHKM,
110 3aiIMa€ MOOBUHY ii 06’eMy, 3 iHBasi€w0 y BepxHiit
THOJIIOC Ta Ti/I0 cenesinku. [Tewinka Mo6inisoBaHa 3 1e-
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Puc. 2. KnitoyoBi eTanu onepaTMBHOrO BTPyYaHHA: A — po3MmiTKa onepadiiHoro goctyny; b — Burnsag onepauiHoro nons. Mepe-
ciyeHa Kpyrna 38’A3Ka. TypHiKeT HaBKONO NeYiHKOBO-ABaHaALATUNANOI 3B"A3KWN; B — CyAUHHI 3pOLLEHHA MiXK NMYXMHO NiBOT
naTepasnbHOI CeKuii Ta cenesiHkoto; [ — HamiueHa niHia pesekuii; [ — naowmHa pesekLii; E—makponpenapat BuAaneHoi nyx-
JINHU Ta CenesiHku

peciueHHSM KOpPOHapHOI Ta MiBoi ceprnomnomioHoi
3B’sA130K. HaBKO/I0O MMe4iHKOBO-ABaHaMIATUIIAJIO]
3B’A3KM 3aBefleHNIT TypHiKeT s npuitomy Ilpinrma
(puc. 2B). ITpu peBisii neyiHkoOBO-ABaHAALATUIIAIOL
3B’SI3KV Ta CAJIbHUKOBOI CYMKM IiC/IA 11 PO3KPUTTSA
36inpmennx niMdaTNIHNX By3/iB He 3HalmeHo. [Tepe-
ciyeHi IJTyHKOBO-Ce/e3iHKOBa, 00010BO-CeNe3iHKOBa
Ta giadparmManbHa 3B>A3KM cenesinku. [lepeciveni cy-
[IVHHI 3pOIIeHHs TyX/IMHY 3 IiBMM KYTIONIOM Aiadpar-
MI. BpaxoByroo4n iHBa3io CyIyH IYXJIMHA B CEIE3iHKY
NPUITHATO pillleHHA PO BUKOHAHHA CIIJIEHEKTOMII
(puc 2B). Oxpemo K1inToBaHa Ta IepeB>sA3aHa CyAMHHA
HiXKa cenesinku. CrreHexkTomisa. HamiueHa ninia pe-
3ekuii mewinku (puc. 2I'), mic/ist 4oro BUKOHaHa aTUIIO-
Ba pes3eKIlifA MiBOI CeKIil i3 NyXIMHOK METOLOM
«kpam-knami» (puc. 2]1). Ha TepminanpHmit Bigmin
MiBOi Me4iHKOBOI BEHN HaKIaJeHO ABOPAJHUIL OB
HuTKoMo Surgipro 7,0. KonTposnb remo- ta 6inicTasy no
1o uHi pesekuii. Konrponb remocTasy. CaHanis ye-
peBHOI MOpOXXHNMHU. [IpeHaxk B niBui nigpiadpar-
ManbHMI npocrip. Ilomaposnii moBs Ha pany. Makpo-
Ipenapar BUIATIE€HOI YaCTKY MEYiHKM i3 MyXIMHOIO Ta
cene3iHKoOI0 peficTaBaeHnit Ha pucyHKy (puc. 2E).
I[Ticnsonepaniitunit nepiox nepebiras 6e3 yckiaz-
HeHb. J[[peHax Buanenuit Ha 4-Ty f06y. ¥ KriHiYHOMY

anamisi kposi: Hb - 1281/, Tpomboriutu 220x10°/71.
JlvTiHa BUIMCaHa B 3a[J0BIIbHOMY CTaHi Ha 12-Ty 100y
Iic/1A omepaii.

Icronoriyne gocnif>KeHHA MiKponpenapary. Y Ha-
BEJIEHOMY OIlepallifiHOMY MaTepiali — TKAHWHMU NTeYiHKI
Ta CeNe31HKM, 3POleHi MK COO0I0 IYXIMHHUM Cy6-
CTPAaTOM i3 BUPaXXEHUM CYAMHHUM KOMIIOHEHTOM.
Y mmaroykax/ginAgHKax TKaHWMHY IeYiHKY BUsB/IE€HA
IIyX/IMHA, 10 MpefcTaBlIeHa CYAMHHNMMY IIiIMHAMU I
HOPO>KHMHAMU, HAOPSAKIVMYU OPYHbKaMI eIiTertiio, Bi-
31a/i3yI0TbCA NIIAHKY 32 TUIIOM KaBEPHO3HOI FéMaHTi-
oM, BinsHKM Gibpo3HOI Ta AiIMSAHKYU CIU30MONiOHOT
TKaHVHY, B fAKiil po3kupani nponidepyroui gpioui
JKOBUHi IpoToku. Mop¢osoriuHa KapTiHa Hait6i/IbLI
BifimoBifae iHpaHTUIBHII reMaHTiOEH[OTEeMIOMI TTeYiH-
ku. [l Bepudikariii iarHo3y npoBefieHo iMyHoricTO-
XiMiuHe JOCHiIKeHHA TKaHMH BUIAZIEHOl CYAVHHOI
NYX/IHU Ha MapKepu npornidepalil eHgoTesio CyamuH —
CD-31 ta CD-34, Ha 061/iBa MapKepy OTPUMAHO I10-
SUTUBHUI PE3y/IbTaT.

O6roBopeHH

Y 79% sunapxis KT'E manidecTyoTs y HOBOHapo-
mxeHux [17]. Ocobnusictio matorenesy KI'E € aktusna
aHruonposidepanis ta miMmpanrionponidpepanis [9].
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Haitgacrimoro nmokanisamiero KIT'E € Tyny6, KiHI[iBKH,
rOJI0Ba, 3a049€PEBMHHMII IPOCTIp, pijlle — TPy/IHa KIIiT-
Ka Ta BHyTpiurHi oprann [13]. IIpu posriazi okpemux
KJIiHIYHNX BUIa/KiB Mo>kHa 3HaiTy omnc KI'E pifgkic-
HUX JIOKasIi3aniit 6e3 MKipHNX IpOABiB, BKIOYAIOUN
KiCTKM, MeXXUCTIHHA Ta 3a04epeBMHHMI IpOCTip. binb-
1€ TOTO, BifIlOMi BUITA[IK!, B AKMX OIVICAHE IOIUMPEHHA
KI'E B 6pyoxy TOHKOI KMIIKM, HiIITYHKOBY 3a/103Y,
IIepUKapy, TUMYC Ta TiMbariyHi Bysnmu. Po3ranryBanHs
KTIE y nmedinni € ekcrpeManbHO pigkicauM. Y 50% ma-
LIi€HTiB B>XXe ITpU HapopkKeHHi € mKipHi nposasu KI'E,
aJie HeBeJIMKi yTBOPEHH: HeTUIIOBOI JToKai3aniii, 6es-
cumntoMHi myxnvHy Ta KI'E B miten 6e3 3MiH Ha LIKipi,
a OCTaHHI CTaHOBIATH Maike 11% [2,10], miarnos KT'E
BCTAHOBUTM BayKKO. TaKMM JiTSM, Half4acTille, TIOMI/I-
KOBO BCTQHOBJIIOETDCSA NiaTHO3 iHpaHTIIbHOI reMaHTi-
oMy ab0 iHINX CYAMHHUX aHOMatiit [11].

HiarHo3 CyquHHOI Ty X/IMHM NeYiHKK 85% marjieHTam
BCTaHOB/IIOETbCA MMPOTATOM IEPUINX JFBOX MiCAILB XKNUT-
T51, @ CUMIITOMM CYAVHHVIX ITyX/IVH IIeYiHKY B 61/1bIIOCTI
BUIAJIKIB IIPOABJIAIOTHCA B Ieplli MiBpoKy XXuTTs. K-
Hi4HIi IPOABYU 3a/I&XKATh BijJj PO3MIipy ITyXJIMHMU Ta CTYTIE-
HA Ypa’KeHHs TKaHVHY ITeYiHKI [14,15,20]. MoxxnuBuii
AK 6e3CYMITOMHMII IepeOir, Tak i pisHOMaHITHI KTiHiYHI
IIPOSIBU y BUITIA/Ii TeIlaToMerastii abo yTBOpeHHs B 4e-
PEBHill HOPOXXHIHI, TPOMOOILMTOIIEeHi], Koaryomnarii —
TaK 3BaHoro cuHAapomy Kasabaxa—Meppir, 1110 € OfHi€I0
3 BakuBux xapakrepructuk KTE [2,10,12,17,22], remo-
JTUYHOI aHeMil, Ta 3aTPO3NMBUX /I XKUTTA BHY TPill-
HbOYEPEBHMX KPOBOTEY, CEPLIEBOI HETOCTATHOCTI 3 PO3-
BUTKOM [IMXa/lbHUX poO3nafiB Ta/abo nereHepoi
rinepTensii. /1o 2/3 cMNTOMHMX ITAIIi€HTIB i3 K/IiHIKOIO
cepIeBOi HeJOCTATHOCTI TMHYTS [18].

Y Hamomy BUIIA[Ky B IUTVHMA BiICy THi IIKipHi IIpO-
ABU CyfyHHOI myx/miHy. Kninivni cuMmntomu 3’ aBummcs
Ha TPETbOMY TVDKHI KUTTA 71 He OY/IM TUIIOBUMU: Y
3B’A3KY 31 IBUAKNM 36i1bIIeHHAM myxmmHu (0 30%
nopiBHAHHO 3 nepuM MPT), Ta HaABHICTIO BeMKIX
apTepiOBEHO3HMX LIYHTIB JOMiHyBa/la K/IiHiKa cepueBol
HEIOCTATHOCTI Ta JIereHeBol rinepTeHsii, o MBUAKO
nporpecyBany Ha (oHi 30i/1bIIeHHs yTBOpeHHsL. B nu-
TUHU BUABJIEHO TpoMOonuTomneHis (Tpombountn —
57x10°/m Ta anemis — Hb-104 r/n).

Tunosa giarHOCTMKA /14 BCIX MTAIiEHTIB PO3NOYIHA-
€Tbcs 3 Y3/, sike ;03BOJIsIE BCTAHOBUTM 00’€M Ta po3-
Mipy HOBOYTBOpPeHHA B MeuiHni. Omycani MooguHoKi
BUIIA/IKM NTPEHATA/IbHOI JiarHOCTUKY CYAMHHUX IYX/IVNH
IeYiHKM Ha Pi3sHMX recTalliliHuX TepMiHaX, Bif 16 1o
36 TIOKHIB. Y HAIIOMY BUIIAJKY, 1iaTHO3 CYIMHHOTO
YTBOpEHH: IediHKy OyI10 3aIi03peHo B AUTVHM TIpe-
HaTaIbHO. 3a pe3ynbraTamu Y 3] 06upaeTbcs B 110-
[a/IbIIOro BidyasnisaliiiHoro obcrexxenus - MPT a6o

KT 3 BHYTpilIHbOBEHHIM KOHTPACTyBaHHAM, aJie [ies-
KJM HaIlieHTaM BUKOHYIOTbCS 00M/1Ba HOCTiIKeHH
[8,15,20]. Ha Tomorpadiunux so6paxennsax KI'E moxxe
Maty BUI/ISA], iHGIIbTpaTUBHOI TiHi 6€3 YiTKMX KOHTY-
piB; y Bunazxax, komu KI'E Benmuknx posmipis, MOXn-
Be BUHMKHEHHs «()eHOMEeHY BTPATy CUTHANY», 0
IIOB’13aHO 3 YMC/ICHHVMH CYyAMHAMU IyXIMHAMU 31
IIBUIKMM KpoBOTOKOM [19]. OcobnuBy yBary npupi-
JIAIOTDb BUABIEHHIO Ta BUMIPY apT€PiOBEHO3HUX LIYHTIB
BCepeNVHi IyX/IMHY B JiTell i3 K/IiHiKOI0 cepleBol Heflo-
cratHOCTi. Cripo6a myHKIitHOi 6iomcii cyguHHOI myX-
JIVHY TIeYiHKY OTMCaHa B TOOJVHOKMX JKeperax, 0i/1b-
IiCTh aBTOPIB BBa)Ka€ Leil METOJ AiaTHOCTUKU
PU3UKOBAHUM Y 3B 3Ky 3 MOXK/IMBICTIO BUHVIKHEHHS
HEKOHTPOJIbOBAHOI KpOBOTeYi a60 3 IPOBOKAI[i€0
IIBU/KOTO pocTy myxnuHu [8,14,17]. B ananisi 42 mite-
paTypHUX [pKepesl 3a OCTaHHI POKH, 1110 OIMCYIOTb II0-
OJMHOKI BUIIA/IKM Ta HeBe/MKi rpymny nauieHTis i3 KI'E
BKAa3yeTbCA, 0 B 55% Bumajkax 6iomcis myxamunm He
npoBoaunach [1]. Baxxiusy ponb B giarHocTnui Bifi-
rpa€ iMyHOTICTOXiMiYHe JOCTIIPKEHH, 3 BUSHAYEHHAM
MapkepiB CD-31 ta CD-34. [Ipy nosutuBHil peaxuii
Ha Ii MapKepy pa3oM i3 HETraTMBHMM IIOKa3HUKOM Map-
kepa GLUT-1 niarnos KI'E moxxe Oy Ty mifTBepykeHuM
[2,10,12,17].

Y 2013 poryi 6y/u 3apoNOHOBaHi CTaHAAPTY TiKYBaH-
Ha ycxnagHeHnx ¢popm KI'E y Burnapi koncencycy [3].
Xoua pmesiki aBTopu [15] HaromoMyIOTh, 1110 BUOIp IiKY-
BaJIbHOI TAKTUKM TAKOX 3a/IEKUTD Bifl JOCBiNy iKaps.
3TifHO IBOr0 KOHCEHCYCY, MKYBaHHSA PO3IIOYNHAIOTDH 3
HPefIHI30/IOHY IIEpOPaIbHO 00 MEeTiIIPeHI30/I0HY BHY-
TPIlIHbOBEHHO, IO 3aJIEXNUTD Bifl iHAVBiyalTbHIX OCO-
6/1MBOCTEll KOHKPETHOTO nanienTa. TpuBasicTh miKyBaH-
H:A BU3HAYA€EThCA pearyBaHHAM OpraHisMy Ta ITyX/IMHJ Ha
Ipemapar, Ta crabijTisalieto reMaTo/IOriYHIX IOPYILIEHb.
PexoMeHI0BaHO He TPOBOAUTY MiKYBaHHA CTEPOilaMu
JoBIIIe 3—4 TVDKHIB.

B pasi HeeheKTMBHOCTI JTiKyBaHHA CTEpOiffaMu IIpK-
3Ha4Ya€eTbCA XiMioTepamnia BIHKPUCTUHOM [3-5,16,21].
ABTOPU KOHCEHCYCY 3a3Ha4Yal0Th, 110 ONTMMa/bHA TPU-
Ba/IiCTh NiKyBaHHA BiHKpucTUHOM 20-24 TVOKHI, ane
BOHA MO>Xe BiJpi3HATIICA B 3a/I€XKHOCTI BiJ] MallieHTa, 3
ypaxXyBaHHAM KyIipyBaHHs 3aIpO3/IMBUX CUMIITOMIB,
Bi/IIOBi/li CYyAMHHOL MyX/IMHY Ta TOKCUMYHOCTI CAMOTO
Ipemnapary.

Hacnpaspi, IpaKTHYHO HiKO/IN He BOAETHCA TOCATTH
MIOBHOTO PO3CMOKTYBaHH:A ITyX/IVHY, HABiTh P OZ0-
B)KEeHill MeMKaMeHTO3Hill Teparii. Y 6inpiocTi Bumnasa-
KiB MalOTh MicClle 3a/TMIIKOBI ITyXIMH, abo PO3BUTOK
¢$ibposy, 0co6MMBO ITpU MYX/IMHAX, 10 Ma/IU arpecuB-
HUlt nepe6ir. Aste, Taki 3MiHV He € TIOKa3aMM [0 TIOJI0-
B)XEHHA XiMioTepallii, AKIO JOCATHYTO HiBeITIOBaHHA
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3arpo3/IMBUX CUMIITOMIB Ta cTabinizaril po3mipiB myx-
JIMHY 3a pe3ynbTaTaMy IIOBTOPHUX BisyamisaniliHux
mocmimkens [3]. Yci aBTopu 3a3HaYAIOTh, 1[0 Pe3eKITili-
Ha Xipypris — €yHa J1iKyBaabHa OILlid, 3a JJOIIOMOI OO
AKOI MOXKHA IOCATHYTU OY>KaHHA, ajie pajjiiKajabHa
pesex1is y 6i1bIIocTi BUIaaKiB HeMOX/IMBa Ta Hebe3-
nevHa. XipypriuHe iKyBaHHS PEKOMEH/IOBaHe JIIIE y
BUIIAZIKAX, KOIM MOX/IMBA Oe3IIeYHa OBHA pe3eKIlisd
nyxauau [6,12,17]. BigMiHHMM K/TiHIYHUM pe3ynbTaToM
JMiKyBaHHA B T€PAINEBTUYHIN IPYIIi BBAXKAETHCA iHBO-
mronisg KT'E na 95% [2-4,9,11,21].

HasiTp, HaliAKicHiII BisyamisaliiiHi MeTOM HE MO-
JKYTb JaTy BiJIIOBiJii, AKa CaMe Cy[VHHA IIyX/I1HA € B
MaJICeHbKOTO IaIlieHTa. Y HalllOMY BUIIA/IKY 3 ACYBaTH,
AKWI TUII CYOVIHHOI IIYXJIMHY MO>KHA 3 YpPaXyBaHHAM
KTiHIYHUX IPOABIB — 361/IbIIeHHS PO3MipiB MyX/IMHN
i/ HapOJPKeHHA JiBYMHKY 103BOJIMTIO BUKITIOUUTHI
Bpom>KeHy remanriomy. Hanari, Ha ¢oHi nikyBaHHS,
He OTpUMaHO eeKTy Bifi Ipu3HadeHHA OeTab/m1oKaTo-
piB, TAKMM YMHOM, 6Y/I0 BUK/ITIOYEHO iHDAHTUIBHY
reMaHTioMy NediHKN. Ha nprusHadyeHHA BiHKpUCTHHY
NyX/IMHA HalIOI MalliEHTKM BiZjpearyBaja 3MeHILIEeH-
HSIM, IIapasieNIbHO i3 cTabini3alielo 3araIbHOTO CTaHY
Ta SHMKHEHHAM K/IiHIYHUX NPOABIB 3aTPO3NIUBUX [T
KUTTs YCKIaIHEHb, 2 caMe 3HMKHEHHAM KIiHiku cep-
LeBOI HEOCTATHOCTI Ta JIereHeBOoI rinepTeHsii, 110
0y710 3yMOBJIeHe 3MEHIIeHHAM, a II0TiM i 3HMKHEeHHAM
LITYHTYBaHHA KPOBi 3 CYAUH NYXJIMHU B CUCTEMHMI
KPOBOTIK, a TAKOXX 30i/bLIIEHHSAM KiZTbKOCTi TpOM6bO-
LUTIiB Ta epUTPOLMTIB Ta HOpMaJli3ali€lo Koaryuiorpa-
Mu. PilleHHA npo XipypriyHe JTiKyBaHHA HallIoOl Ma-
JIeHbKOI MalieHTKM Oy/no mpuitHATE y 3B A3KY 3
MOXX/IMBICTIO TOBHOI 6e3medHol pe3eKiii CyANHHOI
Iy XJIHU.

Jns ocrarounoro nigTBepakeHHs giarnosy KI'E Bu-
KOPMCTOBYETbCA TiCTONIOTiYHEe BUBYEHH IIpenapary Ta
iMyHOricTOXiMi4HE JOCTiIP>KEHHA TKaHWH BUIalIeHOI
CYAVHHOI IyX/IMHY Ha MapKepu npomideparii eHgoTe-
nito cyauH — CD-31 ta CD-34 [2,9-11,17,22,23]. OcTa-
TOYHMI JiarHO3 y HALLIOMY BUTIQZIKY OyB HifiTBeprKe-
HMI IMyHOTICTOXIMIYHVM JOC/TiIDKEHHAM.

B moopMHOKKX [PKepenax OIMMCAHO YCIillHe TiKyBaH-
us KTE i3 BukopucranHam em6omisanii cyauHy, 1o
KVMBUTD TyX/INHY [5,17] 71 mofanpIM Npu3HaYeHHAM
BiHKPVCTIHY, aJIe iHIIli aBTOPY 3a3HA4YAI0Th, 1O 3aCTO-
cyBaHHs eM60ri3alii CyTTEBO 0OMeXeHO po3MipamMu
CYAVH, BiICYTHICTIO Cy4acHO OOMaHAaHUX BifjjineHb
iHTepBeHLIIHOI pafiosIorii Ta eKCcIepTiB, TOTOBUX BU-
KOHATy BTPY4YaHHA HOBOHAPOIPKEHOMY, a TAKOXX, BICO-
KJMM PU3MKOM ATPOT€HHMX ITOIIKOIKEHb Ta YCK/Ia[HEHD
[23]. B mekinbkox KIIHIYHUX BUIIAJKaX OMMCAHE BUKO-
PUCTaHHA IPOMEHEBOI Tepalii B AKOCTI JIIKyBaJIbHOI

onuii gyt KI'E, ane HuHI ii He BUKOPUCTOBYIOTb, HAaBiTh
sIK Tepalriio Bigyaio, OCKiNbKY YCK/IaHEHH Ta To6iuHa
il i0Hi3y104Oro BUIIPOMiHIOBAHHA HA OpPTaHi3M HOBO-
HapOKEHMUX CYTTEBO 61/1b11Ii, Hi’)K TIMOTETUYHUI T10-
3UTVBHMIL TiIKyBa/nbHUIT eekT [23].

32010 poxy Ji 1o TenepilHil Yac MPOBOAUTHCA IPO-

CIIeKTUBHE JOC/IKEHHS 110710 eeKTUBHOCTI Ta 6e3-
NeYHOCTi BUKOPUCTAHHA ciponiMycy — iHTibiTOpy
mTOR peuenropis - as nikysanns KI'E [1,3,10,16,23].
ITonepenHi pesynbTaTi IUX JOCTi/I)K€Hb Y HOBOHAPO-
IPKEHMX € ITOTEHIIIIHO YCIIIIHNMMY, ajie IOIIOKM He MO-
XKYTb PaXyBaTycs JOKa30BYMU Y 3B’ 3Ky 3 MaJIOK0 IS
CTAaTUCTUYHOI JOCTOBIPHOCTI KiJIbKICTIO IAIlli€HTIB.
€ paHi, o ciponimMyc BUKOpUCTOBYBaBCsA 61m3bko 17%
nanienTis i3 KI'E Ak Tepamia gpyroi niHii, micna sacto-
CYBaHHA CTepoifiB Ta BiHkpucTuny [1].

BucHoBku

1. KIE 3 nokarnisani€ro B IediHIli y HOBOHapOJKe-

HMX € HaZI3BMYaliHO PifKiCHOIO ITaTOJIOTIE0 3 HETUIIO-
BYMU K/IIHIYHMMU IIPOSABaAMIU.

2. biomncia cyAMHHUX yTBOPEHD IEYiHKM € Hebes-

IEeYHOIO Y 3B’13KY 3 PU3MKOM IIPOBOKAIlii MBMUIKOTO
361/IbIIIEHHS YTBOPEHHs 00 BUHMKHEHHS HEKOHTPO-
TTbOBaHOI KPOBOTEYi.

3. Bcranosnenns giarno3y KI'E MoxxnuBe Ha ocHO-

Bi aHa/1i3y KIiHIYHUX NIPOsABIB, Ta00PATOPHUX JAHUX,
pesynbraris KT a6o MPT.

4. Jlikyanus gutvau 3 KI'E norpe6ye TicHoi B3a-

eMofil crieniamicTiB pisHOro Mpodinto, MyIbTUANCIIN-
IJTIHAPHOTO Mi/IXO/ly 33 yYacTIO JUTAYUX XipypriB, Heo-
HATOJIOTiB, peaHiMaTOIOriB, pajjio/IOriB, OHKOJIOTIB.

5. Binkpucrtun 6yB ebextuBHMM y nikyBanHi KI'E

IEYiHKM B HOBOHAPOIPKEHOI, JO3BOMNB 3MEHLINTI PO3-
Mipy IyX/IMHM, 3a0€31eYrB MO>K/INBICTb IPOBEAECHHS
6e31evHOro painKajbHOTO XipyprivHOrO BUIATeHH .

Aemopu 3as6n110mv npo 8i0CYyMHiCMb KOHPIKmMY

iHmepecise.
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