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Mera - nnokpaieHHs iH)OPMaTUBHOCTI AiarHOCTUKM Ta pe3y/IbTaTiB JTiKyBaHHs KOMOiHOBaHMX TiMpaTUIHUX
Mmanbdopmauiit (JIM) y miteit.

Marepianu i MeTogu. Y BOCTipKeHHs BKII0YeHO 14 cTaljioHapHMX MAl[ieHTiB 3 KOMOIHOBAHUMMY CYAVHHUMMU
aHOMaJTiAMM BiKOM Bif| 3 MicAILiB o 15 pokiB 3a nepiop Big rpynHs 2010 p. o 6epesns 2017 poky. TpusaicTs crio-
CTepeXXeHHsI CTAHOBUTD Bifl 6 10 76 MicALiB. [y fiarHOCTHKYM 3aXBOpIoBaHb BukopucroBysamyu Y31, MPT, KT-
aHriorpadiro .

Pesynbraru. I3 126 nmanienTis 3 JIM kom6iHoBaHi popmu fiarHocToBano y 14 (11,11%) Buagkax, 30Kkpema CUH-
npoM [opam-CrayT (n=1), renepanisoBani nimMmparnyni anomanii (n=3), aHOMaJIilo IIeHTPaIbHNUX CIIOTYYHNX JIiM-
¢arnunyx kaHamis (n=3), CLOVES-cuznpom (n=7). ¥ 14 nanieHTiB AiarHOCTOBaHO 27 YCK/IaJHEHb, SKi 0B A3aHI
3 BTPAToIo 1My, MOPYIICHHAMM KOAry/IALil Ta cercrcoM. BuUKoHaHO Bifi OfHOTO [10 LIIeCTV OIepauiiiHuX BTPy-
JaHb, y cepefHboMY 2,78+ 1,47 Ha ogHoro nanienta. O6’eM BUKOHaHMX OIlepaliiii: TopakoleHTes (n=4), myHKIis i
ApeHyBaHHA llepuKappaa (n=4), MefliacCTMHOTOMif, ApeHYBaHH:A cepefocTiHHA (n=1), TOpaKOTOMisl, BUa/IeHH
JIM (n=3), nanapockomniyte BuganeHHs JIM (n=1), mamapockoniyHa crieHeKToMis (n=1), nanaporuenres (n=3),
ieBpoges (n=2), pesekuiiini onepauii (n=20). [Tomepno gBa HaLi€eHTH, T€TANbHICTh CTAHOBUTH 14,29%.

BucnoBku. Kom6inosanum J/IM npuramMaHHi Iporpecyrounit mepedir Ta BUCOKWI pU3UK yCcKIafgHeHb. Croci6
paAMKalIbHOrO NTiKyBaHHA KOMOiHOBaHMX JIM HeBigoMuiL.

Knrouogi cnosa: cungpom fopam-CrayT, renepanizoBasi nimarnyHi aHOMaJIil, aHOMaTis LIeHTPaJIbHYUX CIIO-
nmygHux niMpaTraanx kananis, CLOVES-cuuanpom.

Combined lymphatic malformations in children: a modern look at the problem

A.F. Levytskyy, .M. Benzar

Bogomolets National Medical University, Kyiv, Ukraine

Objective. To improve the informativeness of the diagnosis and the treatment outcomes of combined LMs in children.

Methods. The study included 14 inpatient children with combined LMs aged from 3 month to 15 years within the time period from December 2010 to March
2017. The follow-up period was from 6 to 76 month. The diagnostic methods were US, MR, CT angiography.

Results. Among 126 patients with LM, combined forms were diagnosed in 14 (11.11%) children, in particular, Gorham-Stout disease (n=1), generalized lym-
phatic anomaly (n=3), central conducting lymphatic anomaly (n=3), CLOVES syndrome (n=7). In 14 patients diagnosed 27 complications related to lymphatic
loss, coagulopathy and sepsis. It was performed from 1 to 6 surgical interventions, on average 2.78+1.47 per patient. The type of performed operations: thora-
cocentesis (n=4), puncture and drainage of the pericardium (n=4), mediastinotomy, drainage of mediastinum (n=1), thoracotomy, removal of LM (n=3), laparo-
scopic removal of LM (n=1), laparoscopic splenectomy (n=1), laparocentesis (n=3), pleurodesis (n=2), debulking procedures (n=20). Two patients died, mortal-
ity is 14.29%.

Conclusions. Combined LMs are characterized by progressive course and high risk of complications. The method of radical treatment of combined LMs is unknown.

Key words: Gorham-Stout disease, generalized lymphatic anomaly, central conducting lymphatic anomaly, CLOVES syndrome.

KOM6MHMPOBaHHbIe numd)amqecxue Manbd)opmau,uu Yy ,qe'reﬁ: COBpeMGHHbIVI B3rnaa Ha npoﬁnemy

A.®. Jlesuykuii, U.H. beH3ap

HauuoHanbHbIl meduyuHcKuli yHusepcumem umeHu A.A. bozomonbya, 2. Kues, YkpauHa

Llenb — ynyyieHne MHOPMaTUBHOCTM ANATHOCTUKM M PE3YLTAaTOB 1eYeHNA KOMBUHMPOBAHHbIX IMMbaTUYECKMX Manbdopmaunii (JIM) y aeTeil.
Martepuanbl 1 MeTogbl. B uccnesoaHve BKAOYEHO 14 CTaLMOHAPHbIX NALMEHTOB C KOMBUHUPOBAHHBIMM COCYANUCTLIMM AHOMAMAMM B BO3pacTe OT
3 mecaues 8o 15 net 3a nepuog ¢ gekabpa 2010 r. no mapt 2017 roga. AamTenbHOCTb HabatoAeHMA COCTaBAAET OT 6 40 76 mecaues. Ana ANarHoCTUKK
3abonesaHuit ucnonbsosanu Y34, MPT, KT-aHruorpaduto.

Pesynbtathbl. 13 126 nauneHToB ¢ JIM KoMBMHUPOBaHHbIE GOPMbI AMarHOCTUpPOBaHbI B 14 (11,11%) cnyyasx, B YacTHOCTH cuHApom fopam—CrayT (n=1), reHepa-
JIM30BaHHble IMMdaTHYECKME aHOMaNNUU (nN=3), aHOMa/IMIO LIEHTPa/bHbBIX COEAMHUTENbHBIX IMMdaTYECKUX KaHanos (n=3), CLOVES-cuapom (n=7). Y 14 naupeH-
TOB AWarHOCTUPOBAHO 27 OCNOKHEHWIA, CBA3AHHbIX C NOTEPel IMMbbI, HAPYLUEHUAMM KOAryaALMM U CENCUCOM. BbINOAHEHO OT OAHOIO A0 LIECTM ONePaLIMOHHbIX
BMELLIATeNbCTB, B cpeaHem 2,78+1,47 Ha ogHOro naumeHTa. O6bem BbINOSHEHHbIX ONepaLLmin: TopakoLeHTes (n=4), NyHKUuA 1 ApeHnpoBaHue nepukapaa (n=4),

14 | ISSN 2304-0041 Xipypria gutayoro siky Ne4(57)/2017



3azanvHa xipypeis

MeZANACTUHOTOMMS, APEHUPOBaHMWe cpefocTeHua (n=1), TopakoTomus, yaanenue JIM (n=3), nanapockonuyeckoe yaaneHue JIM (n=1), nanapockonuyeckas
cnneHektomua (n=1), nanapoueHTtes (n=3), nnespogaes (n=2), peseKumnoHHble onepauum (n=20). YMepau ABa naupeHTa, NeTanbHOCTb cocTaBuna 14,29%.
BbiBoabl. KoM6MHMPOBaHHLIM JIM CBOWCTBEHHbI MPOTPECCHUPYIOLLEE TEYEHME U BbICOKUI PUCK OCNOMHEHMIT. CNoCcob paguKanbHOTO NeyeHus

KOMBUHMPOBaHHbIX JIM HensBecTeH.

Knroyesbie cnosa: cnHppom fopam—CrayT, reHepann3oBaHHble /'IMMd)aTMHECKVIe dHOManN, aHOManNUA UEHTPA/IbHbIX COEANHUTENBHbIX ﬂMMd)aTMHeCKMX

KaHanos, CLOVES-cuHapom.

Beryn

Komo6inosaHi mimdariyni Mambdopmarii (J/IM), ski Ha-
YKOBLi Hart4acTilie 06’ €XHYIOTb Y CMHAPOMI, € HalOUIbIII
CKJTA[THVIMI SIK JJIS1 IIATHOCTHKY, OCKUIBKY MAIOTh pi3HOMa-
HITHI K/IiHiYHi ITPOABY i pifiKO 3yCTpiYarOThCs, TaK i 1A -
KyBaHHsI, OCKI/IbKI MOKYTb YPa>KaTI BE/VIKi IULAHKY Tija,
Pi3HOMaHITHI TKaHVMHY i MaIOTh IPOTrPeCcyunii mepeodir
[14]. CurpmpoMyt MOXY T 6y TV TeHETUMHMMY 33 TIOXOJIKEH-
HAM Ta He 000B’s13K0BO criajioBumut. Happle ctBepmxye,
IO TaKi IIOPYIIEHHA € Pe3yNbTaTOM My Tallii COMAaTI9HIX
KJIiTVH, a He K/TiTVH 3apofiKoBoi /iHil. [IoBHa reteposurot-
HICTB J/Is1 TaKoi MyTallii Oyzie a00 HECYMICHOIO 3 KUTTSIM,
a60 He 3MO>Ke TTepeaTICs Yepe3 CTaTeBi KTiTHHY [9)].

Jo xombinoBanyx JIM Hanexxars cuugpoM lopam—Cra-
YT, TeHepani3oBaHi niM(baquHi aHOMaVJIii, aHOMaJIis I]eH-
TPAJIbHUX CIIONTYYHVX JTiMartrynHux KaHanis, CLOVES-
cugpom. CunppoM Iopam—CrayT € pigkicHOO CyIVHHOIO
MaTb(GOpMALIi€lo, IO XapaKTepU3YeThCA Mportidepariieto
TOHKOCTIHHVX CYHYCOIIa/IbHUX KaHa/IiB TiM(aTI4HOrO Mo-
XOPKEHH:I Ta IIPOrPecyIodMM OCTEOTI3IICOM 3 YTPATOI0 KOp-
THKa/IbHOI YyacTVHM KicTku [8]. TenepanisoBani mimdarira-
Hi aHOMaJIii BUSHAYAI0Th K OaraToBorumiesi JIM, 1o Mo-
KyTb yPaXKaTy LIKipy, HOBEPXHEBi M AIKi TKAHVHI, YepPeBHY
Ta IPYJHY OPO>KHMHY, HEPIIKO 3aXOIUIIOI0Th i KicTk [15].
CLOVE-crHapoM € OfHI€R0 3 OCTaHHIX OMMCAHNX KOMOiHO-
BaHUX (OpPM CYAMHHUX aHOMAJIii, Hepilie MOBiIOM/IEHHS
3spyseTbes y 2007 p. [12], aBropu IpOIOHyoTh abpeBiary-
py CLOVE - Congenital Lipomatous Overgrowth (Bpomxe-
HUI HafiMipHUI picT XMPOBOI TKaHMHM), Vascular
Malformations (cymuuni Manbpopmanii), Epidermal Nevi
(emiyiepMasIbHi HEBYCH) Ta OMVICYIOTD K/TiHIYHI IIPOSIBY CUH-
TPOMY Y CIMOX ITALliEHTIB. Y TaKMX JiTell BUABJIAIOTH Pi3HO-
MaHiTHi Ba/iy OTIOPHO-PYXOBOTO aIlapaTy, TOMY He BUIIaf-
KOBO, 1[0 B Ha3Bi He3abapoM 3 sBIAETHCA JiTepa S
(CLOVEY), saky tpakTyioTh sk skeletal deformities/
scoliosis — medpopmariii ckenera/ckomios [2]. BapianToMm re-
HepastizoBanux JIM € aHOMaJIis IeHTpaTbHIX CIIOTYYHIX
niM(paqume KaHaJIiB, KA HEIIOJABHO OIVCaHa, PifIKO 3y-
CTPIYa€ETHCsA Ta MOBLOM/IEHHA MICTATD JIVIILIE TOOVHOKI BY-
maziku [ 1]. OcHOBOIO 3aXBOPIOBAHHS € MCIUIA3is OUIBIIOC-
Ti TMATIYHVX CY/IVH, Y TOMY YKC/T TPY/HOL TIPOTOKM [13].

Marepianu i MeTOgM JOCTiI)KEHHA

V mociimKeHHs BKII0YeHO 14 manieHTiB 3 KOMOiHO-
BanuMu JIM BikoM Biz 3 MicAniB o 15 pokiB, AKi 3Ha-
XoAaunucsa Ha cranioHapHomy nikysanHi B HICJI

«OXMATIONT» Big rpynus 2010 p. mo 6epesus
2017 poky. TpuBamicTb ciocTepexXeHHA CTAHOBUTD Bif
6 mo 76 mics1iis.

3a OCHOBY B3ATO OHOBJIEHY K/acuiKaIiio Cy[MHHNX
aHOMaJTiit, siKa Oy/Ia mpuitHATa B KBiTHI 2014 poKy Ha re-
HepabHill acam6sei BcecBiTHboi opranisariii 3 BuB4eH-
Hs cyauHHMX aHoMatiit (ISSVA) [15].

ITpoBopwIM aHasi3 HACTYNHUX MOKA3HUKIB /IS yCix
MALi€HTIB: BiK MTOABY NEPIINX KIiHIYHUX CUMIITOMIB,
aHaTOMiYHa JIOKa/li3alisA ypa>keHHs, OCHOBHI K/TiHiYHi
MIPOsIBY, YCKIaJHEHH 3aXBOPIOBAHHS, HAABHICTb MHO-
>KUHHVX BOTHUIL, ypaKEHHA BHYTPILlHIX OpraHiB, IoIe-
penHe TiKyBaHHA, BiK OYATKY JiKyBaHHS, CIIOCIO TiKy-
BaHHS, pe3y/IbTarT IiKyBaHHS, YCKIaJHEeHH I TiKyBa/TbHIX
MaHIiIy AL

ITpu rocmitanisanii B K/IiHIKY yciM MallieHTaM BH-
konysanmu Y3]l amaparom Philips 3 niniitHum patun-
KoM 12-3 MHz y pexxuMax cipoi mKaau, KoTbOpOBOTO
ponmnepiBcbkoro ckanyBaHHA (KJJC) Ta yactkoBo y
pexuMi Jonnnepa. MariTHO-pe3oHaHCHY TOMOIPa-
¢iro (MPT) BukonyBanu Ha anapari Siemens Avanto
1,5T B pexxnmi T1, T2, FetSet, STIR pna yrounenHA
CTyIleHs ypaxeHHA (KicTo3Ha, conigHa, TyOynapHa
TOIII0), TOIIYHOI JiarHOCTUKY CYAMHHIX aHOMaJIill Ta
BiIHOLIEHHA [JO HABKOJIMIIHIX CTPYKTYP.

Kommr’rorepry Tomorpadito (KT) mpusHauanu 3a Ha-
SBHOCTI BUCOKOIIBUIKICHOTO TeMOAMHAMIYHOTO KOM-
IIOHEHTY Ta ypa>keHH: KicTOK ckeneTy. locmimKeHHA
BUKOHYBa/IM Ha arapati Siemens Somatom Difinition AS.
Il KOHTpacTyBaHHA BUKOPVCTOBYBaIN 10JOBMiCHNIA
BOJJOPO3YMHHMII KOHTPACTHUI CEPEeJHUK Y 031 Bif
0,5 mo 2,0 M/I/KT Macy Tija 3a/1e>KHO Bifi BiKY.

Il BU3HaUeHH A KOATy/IALIHUX pO3/1afiB IPOBOAM-
nu mabopaTopHe JOCTIHKeHHs epudepuvHoi KpoBi,
AKY OTPMMYBa/M i3 BeH, 1IJ0 3HAXOAUTHCA M03a TiAH-
KOI0 ypakeHHs1. BusHauanu KinbkicTb TpoMOOINTIB
(pedepentHe 3HauenHa 150-400x10°/pL, koHBepTOBa-
He — 1o 10°), piBeHb QibpuHoreny (pedepeHTHI 3HaYeH-
H:A 2-4 1/71), D-puMepiB y masmi kposi (pedepeHTHE
3HaueHHA <0,5 pL/m).

Hocnif>xeHHA BUKOHaHi BilIOBiHO JO NPMHLINIIIB
Tenbcincpkoi Jexnmapanii. IlpoTokon gocnigxenHs
yxBajeHnit JlokanbuuM etnyHuM Komitetom (JIEK)
ycraHoBu. Ha mpoBefieHHs JOCTIipKeHDb 6y10 oTpuMa-
HO noiHdopMOBaHy 3rofy 6arbKiB giTeir (abo IxHix
OIIKYHiB).
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Puc. 1. [lisyuHka b., 2 pokun. CuHgpom lopam—CrayT:

A —ornagoBsa peHTreHorpama opraHis rpygHoi KNiTku, nisa
KNoumMLUA He Bisyanisyetbca, b — KT, 3D-peKoHCTpYKLUiA: oc-
TEO0NI3UC, LLLO OXONJIHOE NONATKY, FPYAUHY, BEpXHi pebpa

PesynbraTi BOCIimKeHHA

Cepen 126 nanienTis 3 JIM kom6iHOBaHi popmu fi-
arHocroBaHo y 14 (11,11%) Bumagkax, 30KpemMa CHH-
npom Topam—-CrayT (n=1), reHepanisoBaHi nimdarnd-
Hi aHOMa1ii (n=3), aHOMaJIis IIeHTPa/IbHUX CIOTYYHNX
nimbarnynux KaHais (n=3), CLOVES-cuzgpom (n=7).

Cunppom Iopam-CrayT fiarHOCTOBaHO B OJHIE] [1iB-
YMHKM BiKOM /IBa POKM Ha OCHOBi HaCTYITHUX KpUTepi-
1B: IIPOTrPECYIOUNII OCTEOTI3UC 3 YTPATOIO KOPTUKATIb-
HOTO IIapy YCiX MMiTHUX Xpebuis, kaouni (puc. 1),
JIOTIATKM, TPyANHY, 1-2 pebep.

VYpaxeHi kicTku oTodeHi mikpokicrozaumu JIM, saxi
iHinpTPyIOTH MAKi TKAHMHY IIJIEYOBOTO HOSCY, HOLIN-
PIOIOTBCSI B CepeOCTiHHA, 1110 Kobpe BupHOo Ha MPT
y pexumi T2 (puc. 2).

ITepebir 3aXxBOPIOBaHH YCK/IQ{HUBCS XI/IOTOPAKCOM,
XinToMefiacCTMHYMOM, Xinonepukappom. IIposoanscs To-
PaKOLIEHTES, [PEHYBAHHA IIJIEBPA/IbHOI IIOPOXKHIHI, [Ipe-
HyBaHHA cepefocTiHHA i nepukappa. lllonenna sTpaTta
nim¢u focsarasma 2000 1. Posnoyara Tepamnis iHribitopom
mTor-penentopis PanamyHoM, sika TpuBaia NpoTAroM
12 puiB, ogHak Oyna HeeeKTUBHOIO, Ha T/Ii TPUBAJIOL i
3Ha4HOI BTPATy MMV Y AUTVHU PO3BUHY/IAC ITOJIIOPTaH-
Ha HeJOCTATHICTb, 1110 MaJIa IeTaIbHMI HACTiOK.

TenepaizoBani miMdarnyni aHoMartil AiarHOCTOBaHO
Y TPbOX IALiEHTIB )KiHOYOI cTaTi BikoM 4, 121 14 pokiB Ha
OCHOBi HaCTYNHUX KpuTepiiB: 6araroporuuiesi /JIM 3

YPa>KeHHAM M AKVX TKaHVH II1i, CepefioCTiHHA, Cee3iH-
K11, YepeBHOI MOPO>KHUHM (pyC. 3), KiCTO3HIX BOTHMII
MeJIy/ISIPHOTO IIapy KiCTOK 6e3 ypaXKeHHs KOPTUKA/IbHO-
ro mapy (n=2).

3axBOpIOBaHHA KIiHIYHO IPOABANIOCA 3 MOMEHTY
HapOJ>KeHHA fAK KicTo3Hi JIM y minanni mui i cepepo-
CTiHHA, 3 IPUBOJY YOTO IIPOBEJEHi IOBTOPHI PE3EeKIIiii-
Hi omepanii 3 peuaNBOM, yCKIagHeH] niMdpopeero
(n=1) ta cungpomom foprepa (n=1). IIpoBenene nmiky-
BaHHA: iMyHOTepamia OK-432 3 MeTO0 KOHTPOJIIO pOc-
Ty Kicto3Hux JIM y ginsani mmi (2 Ta 4 cecii), Topako-
TOMis, BUmaneHHsA MeficTiHanbHOol yacTuau JIM (n=1),
JIallapOCKOIIiYHa CIIJIEHEKTOMisA (n=1), JTallapOCKOIIif,
BUJja/IeHHA BHYTpimHbouepeBHuX JIM (n=1). Pesynn-
TaT JiKyBaHHs 3a/0BinbHMI, posmipu JIM y puHamini
He 301/IbIIYIOThCA, YpaXKeHHs KiCTOK CTabinbHi, opTo-
nefyvHe JiKyBaHHA He IPOBOAUIOCD.

CLOVES-cuHppoM fjiaTHOCTOBaHO Y CiMOX IaljieH-
TiB. ¥YCi JiTV rocmiTanisoBaHi B KIiHiKy 3 IOMUIKOBUM
niarHo3oM, 3okpeMa «Cungpom Kninmens-Tpenone»
(n=3), «Cungpom IIporesa» (n=2), «lemanrioma rpya-
HOI CTiHKM» (n=1). BpaxoByoun miomy ypakeHHA Ta
KIJIbKiCTb ypa)KeHMX OPraHiB i cCTeM OpraHisMy, I10-
pyueHHs QyHKIii, BOXXKIIT IIepe6ir fiarHoCTOBaHO y
TPbOX JIiTeN, CEPESHbOBAXKKIIL — Y 4oTUPbOX. ITocTiil-
HUMM CUMIITOMaMU € HaJMipHi )XMPOBi pO3pOCTaHHA B
RinAHLI TyTy0a, 1[0 BUSHAYAIOTHCA B YCiX MAI[iEHTIB, Cy-
AuHHI ManbdopMaliii 3 OBiITBHUM KPOBOTOKOM, 30Kpe-
Mma JIM (n=5, 83,33%), kaninsapHi manbdopmarii (n=>5,
83,33%), BM (n=4, 66,67%). IToCTilIHMM CUMIITOMOM €
TaKOXX ypa)K€HH: OIIOPHO-PYXOBOTO alapary: CKOMio3
(n=6, 100%), «caHmanbHUI TPOMDKOK» (n=3, 50%), Ma-
Kpomaktuiis (n=3, 50%), cuagakTunisa (n=3, 50%),
CTYIHA y popMi «K/IeHOBOro ucka» (n=1, 16,67%).

Oxpewmi K1iHIYHI IPOABYU 3aXBOPIOBAHHA HasBHI 3
HapOKEHHS B YCiX MaLliEHTIB y BUIVIA/IL: KaliIApHUX
«HeBYCiB» B iinAHLi Tyny6a (n=5), tedpopmarii cTynHi
(n=3), MyXIMHONORIOHNX YTBOPEHb y HIIAHII Ty1y6a
(n=6). 3axBOpIOBAaHHA B yCiX Ialli€HTiB MaJIO IIporpe-

Puc. 2. [lisyuHka b., 2 pokn. CuHapom flopam—CrayT. MPT B pexkunmi T2, akcianbHa (A) i KopoHapHa (B) npoekujs. MikpokictosHi JIM
iHPINBETPYOTL M'AIKI TKAHWMHW NAEYOBOTO NOACY, MOLIMPIOOTHCA B CEPEAOCTIHHA
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Cylounit nepebir, HasABHI IPU HAPOIKEHHI CUMIITOMY
IPOTpeCcyBay, pY MOAA/IBIIOMY OOCTeXeHHI BUABIIe-
HO iH1I Bagy po3BuTKy (puc. 4). Cix 3a3HauuTH, 110
IIpM HAPOJPKEHHI Y ANTUHY Oy/IV HasABHI /MIe Kaminsap-
Hi I/IAMU B [iIAHLE TyTy6a.

Yexnapuennsa nepe6iry CLOVES-cuunpomy: samaneH-
Hs KicTo3uux JIM, cencuc (n=3, 50,0%), nimdopes (n=3,
50,0%), MToKaIbHa BHYTPIilIHbOCYJAVHHA KOAryJIonaTis
(n=3, 50,0%), 1110 JiarHOCTOBAHO HAa OCHOBI IIiIBUIIIEHHS
piBHA D-pumepiB Ta 3HVDKeHHS piBHA (iOpUHOreHy B
KpoBi. ¥ cimox gitet 3 CLOVES-cungpoMoM BMKOHaHO
BiJj OJHOTO [I0 LIECTH ONlepalliiHNX BTPy4YaHb, CEPENHA
KiZIbKiCTb ollepalili Ha OfHy IMTUHY cTaHOBM/IA 3,0+1,78.
B ypreHTHOMY NOPAAKY BUKOHAHO OIepalliiiHe BTpy4YaH-
HA'y IBOX IIALIi€HTIB 3 IpUBOAY 3ananieHHs JIM Bemukux
PO3MipiB, 1[0 YCKIagHUINCS TiIMPOPEEID, CETICHCOM.
IHmi onepaniiiHi BTpy4aHHA BUKOHAHO B IJTAHOBOMY I10-
pARKyY. MeToro omnepauiit 6y/10 BUfaIeHHs CYANMHHUX
Manbdopmaniit i >kxuposux pospocranb. Onepaniiai
BTPYYaHH: MaIOTh CBOI 0COOMMBOCTI. 3 METOIO IOIepes-
YKEHHs TPOMO0eMOO/TIYHNX YCKIIaJHeHb IPOBOAMIIACH
iHTpaomnepariiiHa aHTUKOATY/IAHTHA Teparlis (remapuH
50 U/kr/ropuHy), 3 MeTO HOIIepeKeHH Hic/sonepa-
1iitHOi miMdopel fiITHKY 3MiHEHNX TKaHUH 06po0/IsIn
aproHOBOIO KOTYJIALI€EI0, 3 METOIO IIOIIEPEXKEHHSA KPO-
BOTeui i 3ar06iraHHsA pelnuBiB IPOBOAVIINCD BUIIEH-
HA i TOeTaIlHa IepeB’s3Ka 3MiHEHX BeHO3HUX CY/IVH.
CkJeposyro4a Tepallis IpoBefieHa Y TPbOX IaLli€HTIB.
KoHcepBaTnBHe MiKyBaHHA CKOJIO3Y 3 BUKOPUCTaHHAM
KOpCeTiB IPOBOAUTbCA ¥ TPhOX NMalliedTiB. OnepariiriHa
KOpEKIlis mapuiabHOrO TiraHTU3My ManbliB CTYIHI
IIPOBEZIEHA B OJHi€l TallieHTKY BikoM 11 pokiB.

AHoMaJlifl IeHTpaIbHNUX CIIONTYYHMX JTiMpaTUIHNX
KaHaJIiB laTHOCTOBAHA y TPhOX IALIIEHTIB YO/I0BIYOI CTa-
Ti BikoM 8 Mics1iB, 1 pik i 2 poku. KininiuHuMu npossa-
Mmu 6y xitoTopakc (n=1), xinonepuroneym (n=1), xi-
nonepukapy (n=2), mimdenema HIOKHIX KiHLIiBOK (n=2),
nimdenrema BepxHix KiHIIIBOK (n=2), kicTo3Hi JIM 1mui i
cepepocTiHHA (n=1), eHTepomnarTis 3 BTparow Oinka
(n=1). Y uiei rpynyu nanieHTiB BUKOHAHO HACTYIIH] Xi-
PYpriuHi BTpy4aHHs: manaponenTes (n=1), myHkuis i
IpeHyBaHHA NepuKappa (n=2), NyHKIis i ApeHyBaHHA
IIEBPA/IbHOI TOPOXXHUHM (N=2), I/IEBPOfie3 3 BUKOPIC-
tanHAM OK-432 (n=1), ckniepo3yBaHHs KicTo3uux JIM 3
BukopucranHaMm OK-432 (n=1). MennkaMeHTO3HWII Cy-
IpOBif — aHTMOaKTepia/bHA Tepalis, HOCMHAPOMHA i
CUMIITOMAaTHYHA Tepallisd MPOBOAM/INCSA Ha T/Ii YCKIa/l-
HeHb Y BUITLAAL ekcypanii mimdn. JlikyBaHHA y 1BOX ITa-
11ieHTiB epeKTMBHE, KOMITTIEKCOM JIIKyBa/IbHMX MaHIITy-
JIAL BAATIOCA BOCATHYTY KOHTPOJIIO CUMIITOMIB.

B omHoro marrienTta BikoM fjBa poku Ha oHi ximoTo-
pakKcy, Xizonepukapya, XiTolepuToHeyMy, EHT€POIIaTil

Puc. 3. Jis4uHkKa A., 12 pokis, reHepanizoBaHi nimdpaTnyHi
aHomanii. MPT y pexxumi T2, sorHuwa JIM y cepeioCTiHHi,
M’AKUX TKAHMHAX NJ1e4OBOro NoAcY, cenesiHu,i

B

Puc. 4. is4uHka P., 10 pokis, CLOVES-cuHapom. KombiHoBa-
Hi CyauHHI aHoManiily ginaHui Tyny6a, nisoro cterHa (A, b),
«CaHZANbHUI NPOMIXKOK» Ta MapLiaNbHUI riraHTU3M Npasoi
CTynHi (B)

3 BTparolo Oiska, miMdenemu B Ai/IAHI BEpXHIX i HIDK-
HiX KiHIIiBOK, BTOPMHHOTO0 iMyHOAeilNTY, T0KaTbHOI
BHYTPIIIHbOCYAMHHOI KOarynomnarii 3 peanisanieio B
CUHJPOM JVICEMiHOBAHOTO BHYTPilIHbOCYAVMHHOTO
3TOpTaHH:A PO3BMHY/NCH IONTiOPraHHA HEOCTATHICTb i
JleTaIbHUI HACTTiTOK.

Y 14 nauieHTiB 3 reHepanisoBaHNMM i KOMOIHOBaHU-
mu JIM pirHOCcTOBaHO 27 yCK/IaHEHb, SIKi ITOB’A3aHi 3
BTPATOI0 TiM}MU, MOPYLIEHHAMM KOAry/IALii Ta cencu-
coM. Y 14 maijieHTiB BUKOHAHO Bif OGHOTO [IO IIECTU
OIepaLiifHUX BTPy4YaHb, 3arajsioM 39, y cepeJHbOMY
2,78+1,47 Ha ogHoro naniedTa. O6’eM BUKOHAHUX OIle-
pariit: TopakolieHTe3 (n=4), IyHKLis i JpeHyBaHHA ITe-
pukappaa (n=4), Mef[iCTUHOTOMI, ApeHyBaHHA Cepemio-
ctinnsa (n=1), TopakoTomisi, Buganerus JIM (n=3),
nanapockoniyne BupanenHs JIM (n=1), marmapockoniyHa
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crteHekToMis (n=1), manmapoueHTes (n=3), mieBpoyes
(n=2), pesexuirni onepanii (n=20).

O6roBopeHH

Oco6mBy po61eMy CTBOPIOIOTD TaKi Bajy mimMarird-
HOI CMCTeMU, sIKi IPU3BOJATD [0 BUTIKaHH MU y ce-
PO3Hi TOPOXXHMHY (XITOTOpPAKCY, Xi/IOIepMKapya, Xiore-
putoHeyMmy). Jlo HMX HajeXaTb TeHepasi3oBaHi
nimMdarirani Manbdopmaii, cuappom [opam-CrayT, aHo-
MaJIisl eHTPaIbHMX CIIOJTYYHMX JTIM(pATHYHX KaHa/IiB
[8]. Cepen 14 manieHTiB BIaCHUX CIIOCTEPEXEHb JiarHOC-
TOBAHO 12 yCK/IaJjHeHb, [TOB’I3aHNX 3 BTPATO0 TiMbu,
30KpeMa Iie XiToTopakc (n=3), xinonepukapy (n=3), xizo-
neputoHeyM (n=1) ta mrimgpopes (n=5).

XapakTepHow 03Hakomw cuHapomy [opam-CrayT €
IIPOTPECYIOUNI OCTEOMI3NC 3 BTPATOI0 KOPTMKA/IbHOI Yac-
TUHM KicTKY [8]. MexXaHi3M IIbOT0 OCTe0sIi3NCy IIOraHo
BUBYEHMIA, 3TiTHO 3 OCTAaHHBOIO TilIOTE3010, BiH MOXKe 6yT1/1
CIpMYMHEHNI mportidepaltieo TOHKOCTIHHMX KaHAIiB 400
IiIBUILEHO0 AKTMBHICTIO OCTEOK/IACTIB AK pe3y/bTarT JIiM-
(baTn9HOI TaTO/IOTi PUJIEI/INX M AKX TKaHMH. [Topox-
HVH, 11J0 YTBOPWINCS B pe3Y/IbTaTi OCTEOMi3UCY, BUIIOB-
HIOIOTHCS [TATOIOTIYHOIO /TiM(ATUYHO TKaHNHOIO [13].
XinmoTopaxc AK ycknagHeHH:A cuHapomy lopam—-CrayT
OIVICAHO B /IiTepaTypi [4], TOpakabHUM ypaXkeHHsIM IIpy-
TaMaHHMIT HECITPUATVBUIA IIPOTHO3: B OHOMY IIOBiIOM-
nieHHi cepert 50 IaLli€HTIB 3 TOPaKaJIbHVMMU YPayKeHHAMU
13 (26%) nomepnu [5]. Y Hamomy crocTepesxeHHi
HasABHMIA JINILE OfMH BUIanoK cuHapoMy lopam—CrayT,
IUIsL SIKOTO BUSIB/ICHO XapaKTepHi K/IiHIYHI 0COOMMBOCTI:
PaHHIl TOYaTOK CUMIITOMIB (J1Ba pOKI), ypayKeHHA BeN-
KOI Ki/IBKOCTI KicTOK (yci lMitHi XpeOli, 101artKa, IpyaHu-
Ha, KJIIOYNLISL, BepXHi peOpa), arpecuBHMII 1iepeoir, Bup-
KIil pO3BUTOK YCKIaZHEHDb Y BUITIAMLL XiIOTOpPAKCY,
xinomnepukapya, Benukuit 06’em Brpary niMmou (moHaz
150 m1/kr/po6y), HeeeKTUBHICTb MeIMKAMEHTO3HOTO
NIKYBaHHSA, Y TOMY YVC/Ti 3 BUKOPYICTaHHAM HallO/IbII CY-
YaCHOI METOIMKM 3 IPM3HAYEHHAM PallaMyHYy.

XapakxTepHe ypa)keHH: KiCTOK BlIaCTVBe TAaKO>X FeHepa-
nisoBaHUM NiMbaTUIHNM aHOMATiAM. B 0CHOBI MexaHi3-
My YTBOPEHHA iHTpaMefy/IAPHUX KiCTKOBYX IOPO>KHNMH
JI&XUTD pO3IIpeHHs niMarnaHyx KaHasmis [13]. ITpu re-
HepayisoBaHiit niMdaTiyaniit Manbdopmanii KinmbKicTb
YPaXXeHUX KiCTOK Ta IUIOLIA YPaXKeHH 3 4acoM 301/1bIIy-
I0ThCS, IPOTE MOXK/IVBI POKM CTabOUIBHOCTI i 30epeXKeHHs
KOPTMKa/IbHOTO IIapy. Y HAIIOMY CIIOCTepeKeHH] TeHepa-
nisoBaHi mMdaridHi aHOMaJIii AiarHOCTOBAHO Y TPHOX BU-
aJIKaX, ypaKeHHA KiCTOK Y BCiX ITALliEHTIB He IIPOTPeCYeE,
HeoOXiTHOCTi B OpPTONeANYHOMY TiKyBaHHI He 6y10.

B ocHOBi po3BUTKY aHOMaJII1 IIEHTPAaTbHIUX CIIOTyY-
HVX TiM(aTUYHIX KaHAJTB TeXWUTD JYICIVIa3id 6i1bIoc-
Ti TIMpATUYIHUX CYVIH, Y TOMY YUCII TPYAHOI IPOTOKU

[13]. KniniuaumMu nposiBamu € nimMdenema, XitoTopakc,
Xiyonepukapy, XiJIonepuTOHEYM, TAKOXK €HTEPOIIaTiA 3
BTparolo 6inka. Habpsxu, cipuunHeHi BUTIKaHHAM JTiM-
¢bu ipu aHOMatii TiMATHYHNX KaHaIiB, 3HAYHO Ba)kK4e
MiJAI0ThCA TIKYBAHHIO, HXK Y IALIIEHTIB 3 i30/IbOBaHM-
MU cyauHHUMM Manbdopmaniamu. [Ipn anomarii 1iM-
(baTnYHNX KaHa/TiB BUTIKaHHA TiM(U MO>Ke BUHNKATI Y
PisHUX iNAHKaX Tina, Tofi AK JIM ypa)karoTb IIeBHY aHa-
TOMi4HY AinAHKy. EHTepomnaTis 3 BTparolo 6ifka € pe-
3y/IbTaTOM JTiM$aTIYHOI riepTeHsii B cyjHaxX Kuiey-
HIIKA, 110 IIPU3BOJUTD IO PO3PUBY «MOJIOYHMX» KaHAIiB
i BuTiKaHHA /1iM(Y Yepe3 BepXiBKM BOPCHHOK C/IM30BOI
000JIOHKM KUIIIEYHMKA Y 71oro mpocBiT [10]. 3axBopro-
BaHHA € pepaKTepHNM [0 JIiKyBaHH:. I3 Tpbox HarjieH-
TiB, IKMX MU CIIOCTepiraay, B OJHOIO Malji€HTa BiKOM
IBOX POKIiB Ha TJIi Xi/IOTOPAKCY, XiZloIepuKappa, Xi/ome-
PUTOHeyMY, eHTeporarii 3 BTparoo 6iska, mimMdenemu B
Ji/IAHLI BEPXHIX 1 HVDKHIX KiHIIIBOK, BTOPMHHOT'O iMYHO-
medinnTy, Koarynonari€ro, po3BUHY/IACA NOMTiOpTaHHA
HeJJOCTATHICTb i TIeTanbHMI HACTiTOK. 3arajloM IPOTHO3
3aXBOPIOBaHHSA BU3HAYMTY BaXKKO, OCKIJIbKI B JIiTepary-
pi 3ycTpivaroTbhCA MIe OKpeMi KIiHiYHI BULIaIKN.

Panime y narientis i3s CLOVES-cungpomMoM BCTaHOB-
JoBa fiarHo3 cuuapomy Iporest abo Kninmensa—TpeHo-
He [2]. Y ciMOX maIjieHTiB HAIIOro ZOCTI/PKEHHS HOTIepe-
HbBO TaKOX Oy BcTaHOB/IeHI X1OHi fiarHo3n. Kiinivyni
IIPOSIBY CVIH/IPOMY € HaJI3BIYAITHO BapiaOeTbHIMI, BaXK-
KiCTb J10T0 KOJIMBAEThLCA Bifi cepefHbOoI o BayKKoi. Kpim
TOTO, y TIALIiEHTIB 3yCTPi4alOTbCA Baill PO3BUTKY, Ha3BI
AKVIX He BKTIOYeHO 710 abpesiaTypu. Poamipy Hupok 4acto
€ HECUMETPUYHMMI, T MAIOTh BUCOKUI PU3UK BUHVK-
HeHHsI HeppoO/I1acTOMI; IHIIMMY CUMITTOMAMY € IITyHKO-
BO-KIIIIKOBI KpOBOTedi, acuMeTpist o6/ i ronosu. Xa-
PaKTEepHIMH € Baii PO3BUTKY KiHIIiBOK, 30KpeMa BeJIMKi
IIVPOKi CTYITHI 00 KMCTi, IIMPOKMIT IIPOCTIp MK MajIbIis-
M HIT Ta pi3Hi po3Mipy KiHIIiBOK. I3 cemyt Iarti€HTiB B1ac-
HOTO IOC/IDKEHHS Y TPbOX JIIarHOCTOBAHO BOYKKII TTepeOir,
Y YOTUPBOX — cepelHbOBXXKMIL. He Bci maniieHT MaroTh
IIOBHMII KOMIUIEKC TIepe/TideHNX 03HaK, YacTillle HasBHA
KOMO{HaIlisl [IeBHVX CYMIITOMIB, JIesIKi 3 HVX € IIPUXOBaH-
M. BUKOpUCTOBYIOUM Cy4YacHi TEXHOJOTII /I IIBUKOTO
Bufiinenns: ta aHasnisy JJHK 3 xriHiuHMX i maTonoroanaro-
MiYHUX 3pa3KiB, 6araTogMCUMUITTIHAPHA KOMaH/ia CIie-
IjiasticTiB BOCTOHCHKOTrO AMTAYOro IMNTATIO iTeHTUdIKY-
Bana reneTnyHy ocHoBy CLOVES-cunppomy. Bueni
BCTaHOBW/IN, 1O BiJi 6% 10 60% KITiTVH y KOXKHOMY 3pasKy
Ypa’KeHOI TKaHUHM MiCTATb MYTALil0 T€Ha, Ha3BaHOTO
PIK3CA, siKui1 € KTI0YOBOI0 YaCTVHOI MOTIEKY/LAPHOI pe-
ry/Anii moxiny i pocty xritus [11]. Y pesymbrari MyTanii
BiIOyBa/10Cs IPUCKOPEHHA POCTY TKAaHVHY 32 BifICYy THOCTi
30BHIIIHIX CUTHAJIiB PETY/II0BaHHA pocTy. MyTallii He Bu-
ABJIEHO B HEYPa)KEHVX TKaHVHAX.
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Hapasi pagukanpanuii crioci6 ikyBaHHs CUHAPOMY He-
Bigomui. Xipypridne BTpy4aHH:A Ma€ Ha METi IOJIETIINATH
nepe6ir 3aXBOPIOBAHHS Ta 3aII00II T JI0TO IPOrpecyBaH-
H10. [ tanyroun onepariiine BTpy4aHHs, CIIif mam SITaTu,
1110 AaHOMaJIbHi, posiMpeHi BeHn y nanienTis 3 CLOVES-
CUHJIPOMOM € IIePeyMOBOIO BYCOKOTO PU3VIKY TPOMOO-
eMOOJIIYHVIX YCK/IaAHEeHb, Y TOMY 4C/I i TpoM60eMOorTii
risIok nereneBoi aprepii [6]. 31 36i/1blIIeHHAM BiKy AUTHHU
nedopmariii Ta HaEMIpHWI PICT MOXKYTh HOTiPIIYBATIUC,
1[0 TOTpeOyBaTyMe IOBTOPHIX BTPYYaHb.

ITporHo3 renepanisoBaHux nMiMQaTUIHNX aHOMATII,
aHOMaJTii IIeHTpa/IbHIX CIIOMTYYHVX TiM(MATNYHIX KaHaIiB
Ta xBopo6u [opam—CrayT HeCIpuATINBIIL, OCHOBHUMNI
YCKJTaJHEHHAMMY € IPOTPeCyroda JyXaabHa HEMOCTATHICTD
i perpuBHi iHdekuii [13]. Y HammoMy criocTepexxeHHi y
14 narjieHTiB i3 reHepaisoBaHyMY i KOMOiHOBaHVMY JIM
IiarHOCTOBAHO 27 YCKJ/IAJHEHb, fAKi IIOB’A3aHi 3 BTPATO0
niM¢u, MOPYIIeHHAMY Koary/iLii Ta cercucom. [Tomepro
IBa MALliEHTH, JIeTa/IbHICTh CTaHOBUTD 14,29%. Ponb Xipyp-
Ti4HOTO JTIKyBaHHA y BUITAJIKY TeHepastizoBaHux ¢popm JIM
obmexeHa. Biomi criocobm yikyBaHH: He € paiyKaIbHN-
M, 3a3BIYail BUKOPYMCTOBYIOTb IIOBTOPHMII TOPAKOLIEHTES,
HepyKapyioLeHTes, iIHKOMM IeBpoges. [y KoHcepBaTyB-
HOTO JIIKYBaHHA XUIOTOPAKCY 3aCTOCOBYIOTb OKTPEOTHI, iH-
Tep¢depoH, a IIPOTATOM OCTaHHIX POKIB Bce Oi/IBIIOro Io-
IIMpeHHs HaOyBae Tepallis parlaMyHoM (ciponiMycom) [7].
OpHak y HallloMy CIIOCTepesKeHHi Take JliKyBaHH: BUABY-
7n0ch HeepeKTUBHYM. XipypriuHe JIKyBaHHS Xi/IOTOPaKCy
AK YCKTaHeHHA TMpATIIHIX aHOMAIii CK/TajiHe i 9acTo
6esycmimHe. [pynHa miMdariyna mpoToka € HaOIbIIO0
NM$ATIMHOIO CYAMHOIO TOICBKOTO OPraHi3MYy, IIBUKICTD
IpeHyBaHHA TMQU M0 AKOMY CTaHOBUTD 710 190 my1/rox [3],
YJM MOYKHA IIOACHUATY TPYSHOLL JIIKYBaHHS.

BucHoBKM

Komb6inosani JIM - 1je ck/1afiHa rpyna 3axBOpIOBaHb,
AK1 ypa)KaloTb Pi3Hi OpraHu i CCTeMM OpraHisMy, 10
BM3HAYa€ CKMAHICTD IX I1IarHOCTUKM i TIKyBaHHA.

Tl [UX 3aXBOPIOBAHDb XapaKTepHUI IIPOTpecy0uni
riepe6ir 3 MOsIBOI0 HOBYX K/IIHIYHMX CHMIITOMIB Ta pOc-
TOM iCHYIOYMX.

Komb6inoBani J/IM MaroTh BUCOKUII pU3KK YCKIIa-
HeHb, sIKi 0B’A3aHi 3 BTPATOI0 TiM}M, HOPYILIeHHAMI
KOaryiAlil Ta CEICUCOM.

Crioci6 pajuKanbHOTO TiKyBaHHA KOMOiHOBaHMX
JIM HeBifoMuil, BUKOPUCTOBYIOTbCSA Pi3Hi METOAM JTi-

BigomocTi nmpo aBTOpiB:

KyBaHHA (KOHCepBaTMBHe, XipypriuHe, CK/iepoTeparmis
Ta IX TOETHAHHA).

Aemopu 3asensioms npo 8i0cymHicmo KOHPiKmy
iHmepecis.
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