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TunoriMKeMru4eCKuidi CHHIPOM NPH SNUATETNONTHOM
reMaHru03H/I0TeIUOME NEYEHH, YCIEIIHOE JIeYeHne — TPAHCIUIAHTALUA
MeYeHH OT KUBOI0 POJICTBEHHOIO JOHOpA
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Mnorankemuyeckui CUHAPOM BCTPEYaEeTCA HE TOAbKO MNPU SHAOKPUHHbBIX 3a60/\eBaHI/IﬂX, OH MOXeT OCAOXHATb TedeHne MHOInxX
comaTtmyecknx 6oaesHemn u onyxo/\eﬂ naHeramquKoﬂ 7] BHeI'IaHeraTMHeCKOFi AOKaAm3aumu. Pa3BuTture runorankemMmnm npu ony-
XOAAX NevYeHn CBA3bIBAIOT C YMEHbLIEHNEM obbema prHKLlVIOHMpyIOLLleH TKaHW Ne4YeHn, YCUAEHHbIM I'IOTp€6/\eHMeM N yTUAU3aun-
en OI'IyXO/\eBOVI TKAaHbIO FAIOKO3bl, TOPMOXEHNEM TAIOKOHEeOoreHesa 1 ratukoreHoAmsa, cereumth MHCyAMHOI‘IOAOGHbIX nenTnAOB.
Mnorankemus NpU ONYyXOAaX NnevYeHn peako ObiBaeT nepsbM CUMNTOMOM 3aboAeBaHUs M OObIYHO BO3HUKAET npu 60AbLINX pas-
Mepax onyxoAm n cMMnTomMax OI'IyXO/\eBOVI MHTOKCMKAUMKU. DNUTEAMOMAHAS FreMAaHMMO3HAOTEAMOMA MEeYeHn — nepBu4HOE 3A0-
KayeCTBeHHOe HOBOOGpa3OBaHMe M3 rpynnbl ME3EHXMMAAbHbIX OI'IyXO/\eVI, 3aHnMaeT MeHee 1% Bcex 3A0KavyeCcTBEHHbIX HOBOOD-
pa3OBaHMl71 nevyeHn. KAMHMYeckoe TeueHue aNMTEAMOUAHON FEMAHTMOIHAOTEAMOMbI NEeYEHM BeCbMa BapMa6eAbHO. BCTpeHaIOTCﬂ
MEAAEHHO U 6bICTpO nporpeccupytowme BapuaHTbl. AMarHo3 ocHOBbIBaeTCst Ha pe3yAbTaTaX rmcTtoAOrM4ecKoro U MMMYHOrncCTo-
XUMNYECKOTO NCCAEAOBAHNSA NOCAEONEPALIMOHHOIO MaTepuaa. B AUTEpaType OTCYTCTBYET ONMCaHne rMnorAukemMun npu anute-
AMOMAHOM remaHrnoaHaoteamome. OnuncaH C/\yqaﬂ TAXKEAOro rmnorAMKeMmM4eckoro CMHApPoma, 06yC/\OB/\eHHOFO 60AbLION 3MKTE-
AMOMAHOM FreMaHIMOIHAOTEAMOMONM MeYeHn. AeveHne rmnorAnKeMmnm AeKapCTBEHHbIMMK MpenapaTtamm 6bIAO HeSquJeKTMBHO. Mac-
C1BHOE 6MAO6apHO€ nopaxeHue neveHn onyxoAbio MCKAIOHAAO BO3MOXHOCTb Pe3eKUnHn. lenaTakTOMMA C COXpaHeHnem HUXHEN
MOAON BEHbI U TPaHCNAaHTauMs npaBoﬂ MOAOBUHbI MEYEHU OT XKMBOrO POACTBEHHOIO AOHOPA NO3BOAMAU COXPAHUTL XN3Hb 60Ab-
HOMY M YCTPAHUTb FT’MMNOrAMKEMMUIO.

KatoueBble choBa: rUnorAMKeMm4ecKkmi CUHAPOM, TpaHCTIAaHTaUMs rneveHmn, SIIMTEAMOUAHAs reMaHrMOSIHAOTEAMOMaA MNeYeHN.

Hypoglycemic syndrome in hepatic epithelioid hemangioendothelioma, successful treatment —

liver transplantation from a living related donor
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Hypoglycemic syndrome occurs not only in endocrine diseases but can complicate the course of many somatic diseases and tu-
mors of pancreatic and extra-pancreatic localization. Development of hypoglycemia in liver tumors is associated with a decrease
in the volume of functioning liver tissue, increased consumption, and utilization of glucose by the tumor tissue, inhibition of glu-
coneogenesis and glycogenolysis, and secretion of insulin-like peptides. Hypoglycemia in liver tumors is rarely the first symptom
of the disease and usually occurs in patients with large tumor sizes and symptoms of tumor intoxication. Epithelioid hemangiendo-
thelioma of the liver is the primary malignant neoplasm from the group of mesenchymal tumors, it occurs less than in 1% of cases
of all malignant neoplasms of the liver. The clinical course of epithelioid hemangiendothelioma of the liver is highly variable.
There are slowly and rapidly progressing variants. The diagnosis is based on the results of histological and immunohistochemical
examination of the postoperative material. In the literature there is no description of hypoglycemia in epithelioid hemangiendo-
thelioma. We report a patient with severe hypoglycemic syndrome, which was due to an epithelioid hemangioendothelioma of
the liver. Pharmacological treatment of hypoglycemia was ineffective. The presence of massive bilobar tumor made it impossible
to use a liver resection. Hepatectomy with living related liver transplantation was life-saving procedure and made it possible to
eliminate hypoglycemia.

Keywords: hypoglycemic syndrome, liver transplantation, hepatic epithelioid hemangioendothelioma.

l'unornukeMuyecKuit CUHIPOM BCTpedaeTcs He
TOJIBKO TMPU SHIOKPUHHBIX 3a00JI€BaHUSIX; OH MOXET
OCJIOXHSITh TEYEHHE MHOTHUX COMaTUYECKUX O0JIe3HEN U
OIYXOJIEH MTAHKPEATUUECKOM 1 BHETTAHKPEATUYECKOM JI0-
Kanauzauuu. Haubosee yacTo runmorimkeMuu pa3BuBa-
I0TCS Y OOJIbHBIX ¢ ME3EHXMMAaJIbHBIMU OITYXOJISIMU U TIPU
rernaToLe/UTIOISIPHOM pake NieueHu — oT 4% B CeBepHOIi
Awmepuke 10 27% B I'onkonre [1]. ['enaTole/ oI pHbIA
pak auarHoctupyetcst 6osee yeM B 80% Bcex omyxoseit
neyeHu; 3a nocyueaHue 20 JeT yacToTa 3TOro paka BO3-

pociia Ha 62% [2]. Pa3BuTre TMNIOIJIMKEMUN TIPH OITYXO-
JISIX TICUEHU CBSI3bIBAIOT C YMEHbIIIEHHEM 00beMa (hyHK-
LIMOHMPYIOLIEH TKAaHU MEeYEHU, YCUJIEHHBIM MOoTpedie-
HUEM U YTWIM3ALUEN OIyXOJE€BOM TKAHBIO TJIIOKO3bI,
TOPMOXXEHUEM TJIIOKOHEOTeHe3a U IJIMKOreHoJ13a, ce-
Kpeluei MHCYIMHOnonooHbIx nentuaoB (UMDP) [3, 4].
TunornukeMus Mpu OIMyXOJIsIX MEYEeHU PenKo ObIBaeT
MepBbIM CUMIITOMOM 3a00JIeBaHUS K OOBIYHO BO3HUKA-
€T Ipu OOJIBIIMX pa3Mepax OIyXOJIr ¥ CUMIITOMAXx OITy-
XO0JIEBOM MHTOKCUKALUH [5].
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DnuTenonaHasi FeMaHTUOHIOTETMOMA TTIeYeHT —
TIEPBUYHOE 3JI0KAYE€CTBEHHOE HOBOOOPA30BaHUE 13 TPYTI-
TTbI ME3EHXMMAJIBHBIX OITYXOJIeii, BCTpEUaeTCs] MEHEe YeM
B 1% ciiyyaeB Bcex 37J0Ka4eCTBEHHBIX HOBOOOPa30BaHMIA
neuyeHu. Yacrora coctapinsieT 1 ciydait Ha 100 000 Hace-
JieHus! B Tof [6, 7], TORTOMY BO3MOXHOCTU M3y4YeHUsI
KJIMHUKY JaHHOTO HOBOOOpa30BaHMsI orpaHn4YeHbl. K-
HUYECKOe TeYeHUEe SMUTETNONTHON TeMaHTUOIHIOTE -
JIMOMBI TIEYEHU BechbMa BapuabdesibHO. BeTpeuaroTcst men-
JIEHHO 1 OBICTPO MTPOTrpeCcCUpyIolre BapuaHTh. JlnarHo3
OCHOBBIBAETCSI Ha pe3y/IbTaTaXx TMCTOJIOTMYECKOTO UC-
cJenoBaHUsI TTOCIeOTepallMOHHOTO MaTepuaia U UMMy -
HOTUCTOXMMUYECKOTO UCCIIEIOBAaHUSI, KOTOPHIE IO -
TBEPXKIAIOT SHIOTEINATLHYIO CTPYKTYPY OTYXOJIH, 3KC-
MPECCUPYIOLLYIO aHTUTEH, CBsI3aHHBIN ¢ (pakTopom VIII
(VWF), CD31 u CD34 [8, 9]. B auteparype oTCyTCTBYeT
OTVCaHUE TUTIOTJIMKEMUH TIPY SMTUTETMOUIHOM reMaH-
TMO2H/IOTEIMOME.

[MpencraBieHo onucaHue cirydast TMITOTIMKEMUH Kak
pPaHHETO CUMIITOMA SMUTETMOUIHON TeMaHTUOIHIOTe -
JIMOMBI TIEYEHM, YCTICITHO U3JIEYEHHOU TTyTeM OPTOTO-
MMUYECKON TPpaHCIIaHTAIMU (hparMEeHTa MeYeHU OT PO -
CTBEHHOTO JIOHOpA.

Onucanue cayvas

Bonbnoii C., 35 ner, xxutenb HoBocubupckoii 06-
JIAaCTU, HaXOOWJICS Ha JICUCHUU B DHIOKPMHOJOTHYIEC-
CKOM OTICJICHUM U OTIAEJICHUU TPAHCIIAHTAIIUKM Opra-
HoB I'BY3 HCO «I'ocynapctBeHHass HoBocubupckas
obmacTtHas kiauHU4Yeckas 6onpHHua» (THOKB) (rnaB-
HbI Bpad — A.B. KOmxanoB) B utone 2016 T.

IIpu mocTyIIeHUY TIPEIbSIBIISLI XKaJIOOBI HAa IIEPHO-
IYECKHUE MMPUCTYITBI CIA00CTU, IPOXKH, IIOTIIMBOCTH, 3a-
TOPMOXEHHOCTH ¥ COHJIMBOCTH. [1pUCTyIIbI BO3HUKAIN
€XeIHEBHO, MPEUMYILECTBEHHO B HOYHBIC U YTPEHHUE
yacel. [TarmeHT KynupoBai 1 Ipeaynpeknai 3T COCTO-
STHUST YaCTBIM IIPUEMOM CJIaIKHUX MMPOIYKTOB.

AHnamues xcusnu: 10 29-1€THEro Bo3pacTa CUMTal
cebs 3mopoBLIM, padoTtan. [Tociae TpaBMBI TOJIOBHI B
2010 r. mosIBUIMCH MMOCTOSTHHASI, UHTEHCUBHAS TOJIOB-
Hasi 00J1b, 11aTKas 1oxoaka. [1pu obcaenoBaHuy B Hell-
poxupypruyeckoMm otaesneHun ®I'bY «HoBocubupckuii
HayIHO-MCCJIeN0BATeIbCKUIT MHCTUTYT TPAaBMATOJIOTUH
u opronenun» (HUMUTO) no pesynsraram MPT rosos-
HOTO MO3T'a C KOHTPaCTUPOBAaHUEM YCTAaHOBJICH TUArHO3:
MEHMHTHOMA IPaBoOil TEMEHHOM 00JIACTH C SIBICHUSIMU
HavaJbHOTO BKJIIMHUBAHUS B TCHTOPUYM U OOJIBIIIOE 3a-
TBUIOYHOE OTBepCTHE. BBITTOTHEHBI IEeKOMITPECCHOHHAS
TpemnaHaIus, maplrajibHOe yIaJeHe TMTaHTCKOM mapa-
CaruTTaJbHON MEHUHIMOMBI IIPABOM TEMEHHON IOJIN.
I'ucromornuyeckn — aTunudeckas MEHUHTMOMA CMe-
IIAaHHOTO CTPOeHMs (aHTMMAaTO3HAasl, TIcCaMMOMATO3Has)
¢ IpU3HaKaMU aKTMBHOIO pocTta. Yepes mosiroma Impo-
BEIICH BTOPOI1 3Tall OMEePaTUBHOTO JCYCHUSI — ITOJTHOE
yaaJeHre MCHUHTUOMBI, 3aTeM Kypc JTy4eBOI Teparuu,
B 2012 r. — KpaHuoractuka. ExxeronHo mammeHT mpo-
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xoaun oocnenosanue B HUUTO. I[Tpu MPT ronosHo-
ro mo3ara B 2016 r. JaHHBIX 3a PELIUIUB OMYXOJIU HE BbI-
SIBJICHO.

Anamnes 3abonesanus: B pespane 2016 r. noSIBUINCH
MPUCTYTIBI C1a00CTH, YTOMIISIEMOCTH, TOTJIMBOCTH, IPO-
XU B Tesie. bonbHO He TpunaBaji 3Ha4eHUsT UBMEHEHU -
SIM CBOETO COCTOSIHUS, B JiIeUeOHbIe yUpexXneHUs He 00-
pamaiics. Yepes 2 Mec BriepBbie BOBHUK TIPUCTYTI TeHE-
pajn30BaHHBIX TOHUYECKUX CYyJOPOT, KOTOpPbIEe ObLIU
paclieHeHbl KaK CUMIITOMAaTUYeCcKasl SMWIETICUS MOoce
JieueHUus1 MeHUHruomel. Ilpu obcienoBaHuu 3apruKcu-
poBaHa TUIOTJIMKEeMUS HaTomak — 1,4 MmMomb/m. s
YTOYHEHUS IPUYMHBI TUTIOTIMKEMU Y ObLT HATIpaBJIeH B
sHaoKkpuHoaornyeckoe otaeneHue T HOKB.

ITpu ocMoTpe o0liiee COCTOSTHUE YIOBIETBOPUTETb-
Hoe. Co3HaHUeE SICHOE, TeJIOCT0XEHEe HOPMOCTEHUYE-
ckoe. Temmneparypa tena 36,6 °C. Macca teja 77 KT, pocT
180 cm, UMT 23 xr/m?. KoXHBI TTOKPOB (hH3UOJIOTH-
YeCKOW OKPaCKM, BIIAXKHBIN, YUCTBIN, Typrop U 3J1aCTAY-
HOCTh coxpaHeHbI. [TogKoxHast KiieTyaTKa BeIpaxkeHa
YMEpPEHHO, pacrpeneieHa paBHoMepHoO. JInmbaruyeckue
Y3716l He yBesnueHsbl. [IluToBuaHas Xkene3a He yBeauye-
Ha. YA 19 B 1 MuH. JIpixaHue BE3UKYISIPHOE, XPUIIOB
Het. [lynbe 78 yn/MuH, XOpOIIero HaNpsKEHUST U Ha-
noHeHust. AIl 130/90 mm pt.ct. ToHBI cepalia sICHbIE,
pUTMUYHBIE. SI3bIK BIaXKHBIM, YMCTHIN. ZKUBOT yBeIMUEH
B 00beEMeE, TIpU MalblIallMy MITKUM, 6€300/1€3HEHHBIH.
B npaBoM noapedepbe nmajablupyercs: 0yrprucroe oopa-
30BaHUE, IJIOTHOW KOHCUCTEHLINU, 0€300JIe3HEHHOE, T~
ameTpoM 10 cM. [leueHb BBICTYMAeT U3-MoJ peOEPHOro
Kpast Ha 5 cM, pa3mep no KypnoBy 20X16X 14 cm. Ku-
IIEYHBIE ITYMbI BBICTYIIIMBAIOTCS 4eTKO. CTyJ1 perysip-
HbIl, opopmiieHHbIN. Cene3eHka He naabnupyetcs. [1e-
pudepruecKkx OTeKOB HET.

Ilpedsapumenvrotii Ouaero3: TUTIOTIINKEMAYECKIIA
CUHIPOM HESCHOro reHe3a. TpeboBaioch yTOUHUTD Xa-
paKkTep TUMOTJIMKEMUN — TOJIONOBAs U PEaKTUBHAS, C
TOBBIIIIEHUEM WK 0e3 TIOBBIIIEHUST yPOBHS MHCYJIMHA.
YuuteIBas orniepaluio 1mo MoBOy MEHUHTMOMBI B aHaM -
He3e, He0OXOMUMO OBUIO UCKITIOUUTh BTOPUYHYIO XPO-
HUYECKYIO HAIMOYEYHUKOBYIO HEJOCTATOYHOCTb, a TaK-
K€ MCKJTIOYUTH WHCYJIMHOMY, OTTYXOJIeBBII MJIM MeTacTa-
TUYECKUU TTpolecc.

BonbHOMY OBUT peKOMEHIOBAH MPUEM OBICTPBIX
YIJI€BOAOB Kaxble 1—2 4, Ha HOYb Ha3HAyvaJICs AeKca-
MeTa3oH 4 Mr B/M; 2—3 pa3a B IeHb IIPU MIPUCTYTIAX TH-
noraukeMun BBoauioch 40 M 40% pacTBopa IIIOKO3HI.
HecmoTpst Ha neyeHue, TMIOTTUKEMUYECKUE COCTOS -
HUSI BOBHMKAJU 10 2 pa3 B CyTKU. [JukeMus (Mo IIio-
KOMETPY) CHUXKAIAaCh HOUBIO U B TeueHue aHs 10 2,0—
2,2 MMOJIb/II.

B o61ieM aHanm3e KpoBU HabIIOMAIaCh TPOMOOLIMTO-
nexus Ao 133-10°/1, apyrux usmeHeHuil He ObUTO. BhIsB-
JIEHO TIOBBIIIIEHNE YPOBHST TaMMarTloTaMUJITPAHCTIeTITH A~
3bl 1o 103,3 En/n, memounoit pocdaraser mo 142,2 En/m,
AJIT no 64 En/m; octanbHble oKa3aten — B HOpMe: O1-
JUpyouH 13 MKMOJIb/J1, 610K 0011Mii 69,5 1/, MOuYeBIHA
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2,1 MMoab/n, KpeaTuHUH 59,0 MKMOJb/N, Kaluii
3,88 MMonb/i, Hatpuii 146,2 MMOJIb/J1, NIMKMPOBAHHBIA
remorioout 4,7%. NHCcynrMHOMA UCKJIIOUeEHA Ha OCHOBA-
HMM HU3KOTO YpoBHs nHCymHa — 0,7 MKME/Mn (HopMma
1,9-23,0 MME/mi) n C-tretrtuna — meHee 0,01 Hr/mn
(vopma 0,9—7,1 ur/mn). ConepkaHre TUPEOUITHBIX TOPMO-
HOB M KOPTU30J1a B T1a3Me€ — HOPMaJIbHOE, UTO MTO3BOJIU-
JIO UCKJTIOYUTD MATOJIOTUIO TUnodu3a. YpoBeHb OHKOMAap-
kepoB (anbha-deronporenn 0,0 En/Mn, pakoBo-amM0Opuo-
HaJIbHBIN aHTUTeH 1,79 HT/MIT) He BBIXOJIWII 32 TIPEAeIbI
HopMmbl. [Tanmenty BeimonHeHsl MCKT u MPT opranos
OprolIHol nosiocTu ¢ KoHTpactupoBaHuem, MCKT opra-
HOB I'PYIHOM KJIETKU.

IMTpu MCKT opraHos 6pro1irHoit nojioctu (puc. 1) B
MapeHX1uMe MeYeHU OTNPeNeISIIOTCS MHOXKECTBEHHbBIE pa3-
HoKajubepHbIe (0T 2—3 MM B [aMeTpe) OKpYTJbie 00-

DOI: https://doi.org/10.14341/probl9461

pa30BaHUS C HEPOBHBIMU, YETKUMU KOHTYpaMU, Haubo-
Jiee KpyIHble UMeroT nuameTp 13,2 cM (mpaBast oJis) U
13 cM (y1eBast 10J1s1), X CTPYKTYpa KUCTO3HO-COJIMIHAS
B apTepUATbHYIO U BEHO3HYIO (Da3bl KOHTPACTUPOBAHUS
OTMEYAETCs BIpAaXXEeHHOE HEPaBHOMEPHOE HAKOTUIEHUE
KOHTPACTHOTO Mpernaparta, MpoCaeKUBaeTCs pa3BUTAS
COCYIUCTasl CeTh, APYTUX U3MEHEHU OPraHOB OpIOLII-
HOI1 MOJIOCTU U 3a0PIOIIIMHHOTO MPOCTPAHCTBA HE BbISIB-
JIEHO. 3akawuerue. O0bEMHbBIE TUTIEPBACKYJISIPHbIE 00-
pa30BaHUs B MApEHXUME MEUYCHU.

IIpu nunamuueckoit MPT ¢ KOHTpacCTHBIM ycuiie-
HUEM TaJOKCETOBOM KUCIOTOMU (PHUC. 2) BHISIBJIEHBI YBE-
JIMYEHHbBIE pa3Mepbl MeYeHU (BEPTUKATbHBINA pa3mep
npaBoit goau 24 cM, JgeBoit noau 18 cM, ropu3oHTaIb-
HbIii 21 ¢M), KOHTYpBI YETKHE, POBHBIE, TPU KOHTPACT-
HOM YCWJIEHUY UHTAKTHAs MapeHXUMa MOBBIIIAET MI0T-

Puc. 1. MCKT GpiowHo# noAocTH: apTepuanbHas ha3a (onucaHue B TekcTe).

Puc. 2. MPT: AuHamunueckoe CKaHMpOBaHUE NMEYEHN B aKCMAAbHOW NPOEKLMM Ha UMITYALCHOW nocaeaoBaTeAbHOCTH LAVABHASsset ¢ ncnoab-

30BaHMEM FAAOKCETOBOW KUCAOTbI (OnMcaHue B TeKCTe).
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HOCTh MAaKCUMAaJbHO B MOPTAJIbHYIO U TenaToCnelu-
¢uueckyo dasbl, B Sg7—8 neyeHu BU3yaaIu3upPOBAHO
MaTOJOrMYecKoe TKaHeBoe 00pa3oBaHue IAPOBUIHOMN
¢dopMBbI, ¢ MaKCUMaJIbHBIM pa3MepoM 12%13 cM, ¢ He-
POBHBIMU KPYITHOOYTPUCTHIMU KOHTYPAaMU, HEOJHOPO/I -
HOE IO CTPYKTYpe, B Sg2—3 BU3yaIu3upoBaHO aHAJIOTUY-
HOE TMAaTOJIOTUYECKOE TKAaHEBOE 00pa30BaHUeE IIAPOBUJI-
Hoil (popmbl 9% 13 cM; 06a 0Opa3oBaHUSI MAKCUMATbHO
WHTEHCUBHO aKKyMYJMPYIOT KOHTPACTHBIN Mpenapar B
apTepuaibHyo dha3y, B IapeHXUMe MeYEHU BU3yaTu3u-
POBaHbI MHOTOUYMCIEHHBIE IIAPOBUAHON (hOPMBI pa3HO-
KanubepHbie oyaru (0T 5 1o 20 MM B AMAMETpPE) C YeT-
KUMM ¥ POBHBIMU KOHTYPaMH, OMHOPOJHBIE TIO CTPYK-
Type, APYTUX U3MEHEHUI OpraHOB OPIOIIHOW MOJOCTH
1 3a0PIOIIMHHOIO MPOCTPAHCTBA HE BBISIBICHO. 3aK.110-
yeHue: ToMorpaduvecKue Npu3HaKyu COOTBETCTBYIOT Ie-
MaTOUEJTIONISIPHON KaplIMHOME C MHOXXECTBEHHbBIM OM-
JIOGApPHBIM MTOPaXXEHUEM.

ITpu MCKT opraHoB rpyqHOI KJIETKU OTAATEHHBIX
METacTa30B He BhISBJICHO.

VYuutbiBasg naHHbIe 006CIEI0BaHUS, YCTAHOBJIEH AUa-
THO3: TeNaTOLE/UTIOISPHLIMA pak B Sg2—3, Sg6—7—8 Hop-
MaJIbHO MEYEHU C MHOXECTBEHHBIMU BHYTPUTIEYEHOY -
HbIMU MeTacTazaMu T4ANXMO; TsKeablii TMITOTJIMKEMU-
YEeCKUIA CUHAPOM.

C y4eToM MOJIOIOTO BO3pacTa NalMeHTa, MacCCUBHO-
ro 6m106apHOTO MOPAXKEHUS B OTCYTCTBUE MPU3HAKOB
JMUCCEMUHALIMY TTPOIIECCA U PETMOHAPHOTO METaCTa3u-
POBaHUS, a TAKXE JIOKAIU3alMU OMYXOJ1 B HOPMaJIbHOMI
(UMPPOTUYECKU HE UBMEHEHHOI) TIEYEHU PEIIeHO ObLIO
HCTOJIb30BaTh TPAHCIUIAHTALIMIO MIEYEHU B KaYECTBE Jie-
yeOHOI onuuu. BBUAY pUCKOB UMILUIAHTAIMUOHHOTO Me-
TacTa3upPOBAHUS U BHYTPUOPIOIIHOTO KPOBOTEUEHUS U3
TUTIEPBACKYJISIPU3UPOBAHHBIX OMYXOJel penonepau-
OHHasl MyHKIIMOHHAs1 OUOIICUS C LEIbI0 MOpdoIoruye-
CKoli BepuduKaluuu AuardHo3a He nposoauiack. M3-3a
HEMPOTHO3UPYEMOT0 BpEeMEHU HAXOXIECHUS MallMeHTa B
JIUCTE OXXUJAHUS IPUHSTO pellieHre 00 UCITOIb30BaHUH
(parmeHTa neyeHu OT POJCTBEHHOTO NOHOpa. B kaue-
CTBE MOTEHMAJIBHOTO JOHOPA 00CIeI0BaH A Malu-
eHTa.

07.06.16 poncTBEHHOI Mape BBITOJIHEHBI OIEPALAN.
Onepaiug y JOHOpa — NPaBOCTOPOHHSISI TeMUTeNaTIK-
TOMUSI, 6€3 KaKUX-JIMOO TEXHUYECKUX OCOOEHHOCTEN.
KpaTkoe onucanue BMelaTebCTBa Y PeLIUITUEHTA: Ja-
nmapotroMus no Tuny Mercedes, pu peBU3UU OPIOLITHOMN
MOJIOCTHU MeYeHb 6€3 MPU3HAKOB IUPPOTUYECKUX U3ME-
HEHU, 3HAUUTEJbHO yBeJIMUeHa B pa3Mmepax, B Sg2—3
u Sgb—7—8 ompeaensoTcss HOBOOOPA30BaHUS MSITKO-
5JIaCTUYECKON KOHCUCTEHIIUU TUAMETPOM OKoJio 13—
14 cM kaxmoe, HET UHBA3WU OITyXOJIU B MOPTaIbHBIE BO-
poTa, peTpONEeYEeHOYHbIN CErMEHT HUXKHEN TTOJION BEHBI,
B OKPYXAIoII1e TKaHW 1 OpTaHbl, HET MMPU3HAKOB Iapa-
KaBaJIbHOW W MaparnopTajibHOI JuMbaaeHONaTUu, HET
MPU3HAKOB KaHIIEPOMATO3a U SIBJICHUI MOPTAIbHOM TH-
nepTeH3uu. BolmoHeHa renaTakToMust 6e3 pe3eKIuu pe-
TPOTNIEYEHOYHOTO CErMEeHTa HUXKHEN TT0JION BEHBI; Macca
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yIaJIeHHOM TIeYeHN CocTaBMIIa 5 KT (pHc. 3, HA IIB. BKJIeli-
Ke). [Tocie renaTakTOMUM TpaHCIIAHTAIMS TTPABOA TT0-
JIOBUHBI TIEYEHU OT POACTBEHHOTO JIOHOpa 0e3 KaKuX-
JINOO TeXHUYECKUX ocobeHHocTelt. Onepalus y peiu-
MUEeHTa TTPOBOAMIACH TIPU TTIOCTOSTHHOW BHYTPUBEHHOM
uHby3uu 10% pacTBOpa IIIIOKO3bI; HHTPAOIIEPALIMOH -
Has KpoBomnoteps cocTaBuia 1100 M1, TPOIOIKUTEb-
HocTb BMelnaTeabeTBa — 10,5 4. Cpasy nociie yaaneHust
ONYXOJIM YPOBEHb TITIOKO3bl HOpManu3oBaics (5,2—6,7—
6,3—5,9 MMOJIB/N1).

Tucmonoeuueckoe uccaedoganue yoanreHHoil neveru:
OITYXOJIEBBIE Y3JIbI B TIEY€HU TMPECTABIEHBI ITpoJindepa-
1Mel cpeqHe BeTMIMHBI BHITSIHYTBIX M OKPYTJIO-OBaJTb-
HBIX KJIETOK C BEPETEHOBUIHBIMM, OBOUTHBIMU 1 HETIpa-
BWILHOW (DOPMBI SIIpaMU, MUTOTHUYECKAsT aKTUBHOCTh
HU3Kasl, OMyX0JIEBbIe KJIETKU PaCTyT COJMUIHO C Gop-
MUPOBaHUEM TPaOEKyJ U COCOYKOBBIX CTPYKTYD, B Ua-
CTU TI0JIe#l 3peHNsT KaBEPHO3HBIE TTOJIOCTU, OTMEYAETCS
POCT OITyXOJIEBBIX KJIETOK B TIPOCBET CUHYCOMIHBIX CO-
CY/IOB, B OTEJIHHBIX Mperaparax peTUKYJIMHOBBIN 1 KOJI-
JJareHOBBI (HUOPO3, UHGDAPKTHL. IaKar0UeHue: STUTETU-
OUIHAsI TEMAHTMOIHAOTEIMOMA 00EUX A0JIel TTeYeH! C
MYJIbTU(POKATEHBIM pOCTOM (2 y31a 13 cM, MHOXeCTBEH-
HbIE y3JTb1 10 1 cM), 6e3 TTPU3HAKOB OIyXOJIEBOTO POCTa B
Kpasix COCYJIOB 1 ynaieHHbIX JIuMdoyznax. [Tpu ummyHo-
TUCTOXMMUYECKOM UCCIIeIOBaHUY (pHUC. 4, HA 1[B. BKJIEi-
Ke) oOHapy:kKeHa aKTMBHasl 3KCIIpecCusl KJIeTKaMu OIy-
xoau VWF, CD31, CD34, BuMeHTHHa, KJIETKM HE IKC-
TPECCUPYIOT TIIAJIKOMBITIIEUHBII aKTUH, XDOMOTPAaHUH A,
CD117. Takum 06pa3oM, TUCTOJIOTUYECKOE CTPOEHNE U
WMMYHO(EHOTUII OITyX0JIu HanboJiee COOTBETCTBOBAIU
SMUTEIMOUIHON TEMAaHTUOIHAOTEIMOME TIEUeHU.

3akarouumenvublil KAUHUYECKUI OUA2HO3: STTUTETNO-
WIHAs] TEeMaHTUOZHIOTEIMOMa, MHOXECTBEHHOE OMII0-
OapHoe nopaxeHue. TsKeablid TMMONTUKEMUYECKU I
CUHIIPOM.

TeuyeHue mocieonepallMOHHOTO Tepuoa TaaKoe,
[JIMKeMUsT BapbupoBana oT 4,2 1o 7,6 MMOJIb/JT, TUITO-
TJIMKEMUU OTCYTCTBOBaM. IMMyHOCYTIpecCMBHasI Tepa-
MUs UHULIMAPOBAHA M0 CXEMeE: 3BEPOIMMYC de novo * Ta-
KpOJIMMYC; TIPUMEHEH 0eCCTEepOMIHBIN TTPOTOKOI (ObI-
cTpasi pelyKIysi 103bl CTEPOUIOB C UX MTOJTHOM OTMEHOI
Ha 5-€& CYTKM).

B teuenue 1 roga 8§ Mec HabMOAEHUS 32 MALIMEHTOM
COCTOSTHUE €TO YIOBJIETBOPUTEILHOE, HET BHETIEUEHOU -
HBIX OTYXOJIel M MPU3HAKOB MTPOrpeccuu 3a00IeBaHMs.
KoHueHTpanus aseponnmMyca nmoaaepXuBaeTcsl Ha ypoB-
He 5—7 HT/MJ1, TakpoJumMyca — 3—5 HT/MIL.

O06cyxaeHune

R. Yeung [5] onucan nBa Tumna TMIOTJIMKEMUN TIpU
renaTolLE/UTIOISIPHOM KaplIMHOME: TUITOTJIMKEeMUS THTIa
A BcTpeuaeTcst Mpu HU3Koau(p@epeHIMPOBAHHBIX OITy-
XOJISIX TIEUCHU, TUTTOTJIMKEMUYECKIE COCTOSIHUS TIPOTE-
KaloT JIETKO WJIA UMEIOT CPENHIONO TSKECTD U MOSABIISIOT-
cs 3a 2 Hell 10 CMepTH. [ UImorimKeMust BOSHUKAET B CBSI-
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31 C BBIPAXKEHHBIM MOPAXEeHUEM TIeYeHU U HU3KUMU
3amacamu riukoreHa. ['unornukemus tuna B Bo3zHuKka-
€T MPY MEJIJIEHHO PACTYIIUX OIyXOJISIX, TPOTEKAET TSIXe-
JIO U COTIPOBOXKIAETCS BBIPAXXEHHBIM HapyIIEHUEM CO-
3HaHUS, CyIOPOTaMU, OCJIOXHSETCS KOMOU. DTOT THUI
TUTIOTJIMKEMUW BBI3BAH TIOBBIIIIEHHBIM CUHTE30M OITY-
xoneBoil TkaHbio MDP-2. B penkux cirydasix rUTorim-
KEMMUS SIBJISIETCS MEPBBIM MTPOSIBIIEHUEM OITyXOJIU Teve-
HU.

B HacTosiiiem HabOAeHUY TUTIOTIMKEMUS IBUJIACh
PAaHHUM CUMIITOMOM OITyXOJI1 OOJIBbIINX pa3MEPOB, 3HA-
YUTEJIBHO 3aMellaoNlell mapeHxuMy nedyeHu. [1pu atom
y 0OJILHOTO He ObLIO MeYeHOYHOI HEeJ0CTaTOUYHOCTH,
OIyX0JIEBOM MHTOKCUKAIIMKU. AHaMHe3 3a00JIeBaHUS Y
MalMeHTa KOPOTKUI, KIMHUYECKOE TeUeHUE TUIOTIU -
KEMWU MEePBOHAYATIBHO XapaKTEePU30BaIOCh MPUCTYyIIa-
MM CJTa00OCTU, YTOMJISIEMOCTU, BbIPAXEHHON MOTIUBO-
CThIO, MAPECTE3USIMU, TPOXKbIO, KOTOPbIE MOBTOPSUIUCH
€XeTHEBHO U KyITUPOBAIUCH JIETKOYCBOSIEMBIMU YTJIEBO-
namu. Yepes 2 Mec TUIIOTIMKEeMUS Mpruoodpena TsKeoe
T€YEeHUE — BIEPBbIE BO3HUK MPUCTYI FreHepaIu30BaH-
HBIX TOHUYECKHUX CYAOPOT, MOSIBUJIMChH 3aTOPMOXKEH-
HOCTb, HEaJleKBaTHOCTb MoBeieHUs. Eie uepes 1 mec va-
CTOTa MPUCTYIIOB YBEJIMYWIACH 10 2—4 pa3 B CYyTKU, UTO
moTpeboBaio BHyTpUBeHHOTO BBeneHus 40% pacTBopa
[JTFOKO3bI U TIIOKOKOPTUKOUIOB.

751 607bHBIX, CTPAAAIOIIUX TOJI0J0BOM TUITOTJIUKE-
MUEN B COUETAHUU C BHEMTAHKPEATUYECKUMU OMYXOJIsI-
MU, B OTJINYUE OT UHCYJTMHOMBI XapaKTePHO CHUKEHUE
ypoBHs uHcyarHa u C-nientuaa B riasme [10, 11]. Co-
nepxkaHue uHcyarHa u C-TienTuaa y Hallero nalueHTa
ObUT0 HU3KKUM. B nuTepaType onucaHbl KIMHUYECKUE
cJlydaM renaToLe/UTIoNISIpHOro paka redyenu [12, 13], npo-
TEKaIoIIero ¢ TunoraukeMueit. IlatoreHes runoryinke-
MUIi CBSI3aH C YCUJIEHHBIM MOTPEOJEHUEM OTYyXOJbIO
rmoKo3bl. Habmonaercst TopMOXeHre TII0KOHeOoreHe3a
BCJIEICTBUE BIUSHUS HA TIeU€Hb TOKCUYHBIX IPOYKTOB,
BBIZIE/ISIEMBIX OIyX0Jiblo. He uckitoueHa posb IUTOKU-
HoB (MNJI-1, ansta-unrepdepona, DHO-anbda), koTo-
pbIe U30BITOYHO BEICBOOOXIAIOTCS U3 OMYXOJIU WIU Ma-
Kpodaros, aKTUBUPOBAHHBIX OMYXOJIbI0. [1OBBIIIIEHHBII
TPAHCTIOPT TJTIOKO3bI B OMYXO0JIb MOXET OMTOCPENOBATHCS
OHKOT€HaMU, KOTOPbIE MOBBIIIAIOT AKTUBHOCTbD [JTIOKO3-
HBIX TPAHCIOPTEPOB, JJOKAIU30BAHHBIX BHYTPU OITyXO-
. Y 50% GONBHBIX C OMYXOJISIMUA M TUTTOTTMKEMUSIMU
JMMAarHOCTUPOBAH MOBBINIEHHBIN ypoBeHb UDP-1 u
N®DP-2. ¥V nekoropsix 601bHbIX UDP-2 u UOP-2-
CBSI3BIBAIOIIMA OeJIOK TUMa 3 MPUCYTCTBYIOT B BUjie OU-
HApHOTO KOMILJIeKca. DTOT KOMILIEKC ObICTpee TOCTUra-
€T TKaHEeW-MULIEHEe!, Jerye NIMCCOUUUPYET, MPUBOIS K
yBeamueHuo cBodbogHoro MDP. Kpome toro, UDP-2
uHruoupyet cexpeiuto rmokarona u CTT', yto cHuxa-
€T ypOBEHb TTI0K03bI B KpoBu. UDP-1, mono6HO nHCy-
JINHY CTUMYJIUPYET MOLJIOIIEHUE MIIOKO3bl MBIIIIEYHOMN
U KUPOBOIi TKaHbio [14, 15].

B nutepatype onucaHbl TUITOTIMKEMUAU TIPU pake
MEeYeHU, HO HAMU He HallIeHO OMMCAaHUS STTUTETUOU -
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HOI TeMaHTUOIHIOTEIMOMBI B COUETAHUU C TUTIOTJIN-
KEMUEN.

JleyeHue TUTMIOTTMKEMUYECKOTO CUHIPOMA TIPU OITy-
XOJISIX OOBIYHO CBOJUTCS K MPUEMY OBICTPOYCBOSIEMBIX
YIJ1€BOMOB. METObI JIEKapCTBEHHOM Tepanuu Majiodd-
dextusHbI. [IpUCTYIT TUTIOTTMKEMUN KPATKOBPEMEHHO
MOKET ObITh KYTUPOBAaH BHYTPUBEHHBIM BBeaeHUEM 40—
60 M1 40% pacTBOpa IMOKo3bl. KopTHKOCTEpOUIbI (1eK-
CaMeTa30H 2 MT WU TPeTHU30JIOH 10 40 MT B CYyTKH) SIB-
JISTIOTCS HauboJiee 4acTo MPUMEHSIEMbIMU JIEKAPCTBEHHBI -
Mu cpeactBamMu. OgHako B OOJBIIMHCTBE CIy4YacB
JOCTUTaeTcs UL BpeMeHHbI 3pdekT [5]. [To MHeHMIO
T. Thipaporn u coabr. [16], Gonee 3¢HEKTUBHBI CTEPOU-
Ibl anutenbHoro aeiictBus. C. Tsai u coaBr. [13] Habm0-
Janu 42-JeTHIO0 XEHIIUHY C TSKEIOWM TUIOTIMKEeMUEH,
KOTOpasi SIBWJIach MEPBbIM MPOSIBJIEHUEM TeMaTOLEIUTIO-
JsspHOii KapuuHoMbl. [Tpu KT B meyeHu BbisIBIIEHA OMy-
XOJib fuaMeTpoM 15 cMm ¢ metactazamu. [lepopanbHbiit
TPUEM JIETKOYCBOSIEMbBIX YIJIEBOIOB, BBEIEHUE PacTBOpa
IJIIOKO3bl Y TIPpeAHM30JI0Ha He AaBanu 3¢ dekrta. Yuciao
SMU30[I0B IMIMONTUKEMUU COKPATUIIOCH 10 1 pa3a B MecsIy
TOJIBKO TOCJIE NAJUIMAaTUBHOM JIy4€BOU TEpaIuu.

IIpu BHemaHKpeaTUuyeCKUX OMyXO0JsiX, COMPOBO-
KIAIOIIMXCS TUTIOTJIMKEMUEN, He MOKa3aHO MpUMEHe-
HUE AMA30KCUIa Uil IpeAonepalluOHHON MOATOTOBKH,
TaK KakK 3TOT MpernapaT TOPMO3UT CEKPELIMIO UHCYIMHA
[-k1eTKkaMu MomXeTyI0uHOM xkene3bl. [Ipy BHEMaHKpe-
aTUYECKMX OIMYXOJISIX YPOBEHb UHCYJIMHA CHUXEH [17].
BBeneHue ropMoHa pocrta, Kak 1 aHaJIOTOB COMaTOCTaTH -
Ha, TJII0OKAroHa, aipeHaJruHa He COMTPOBOXIAETCS CTOM-
KUM MoBbIlIeHNEM TukemMuu. Hanbonee apdextruBHOE
JIeYEHUE TUTIOTJIMKEMUU, BBI3BAHHON OMYXOJbIO TIeve-
HU, CBSI3aHO C YMEHbILIEHUEM 00beMa OMYXOJIU C IOMO-
1IbI0 XUpypruyeckoil uuropenykuuu [18, 19], kypcon
XUMUOTEpAIuu U iyyeBoi tepanuu [20], uHbeKIUi 3Ta-
Houa [1]. ITpu GoJibilIoM 00bEME OITyXOJIHU Pe3eKIs Me-
YEHU UCKITI0YAeTCs.

3akAoueHue

B npencrapieHHOM HaOMIOACHUM 111 KyIIMPOBaHUS
W IpeaynpekaeHNUS] TUITOTIMKEMUH UCIIOJIb30BaoCh
HECKOJIbKO METOMOB: YaCThIC IIPUEMBbI MMUIIH (TTAIIUCHT
B T€UCHME THS MTOCTOSSHHO MPUHUMAJ OBICTPOYCBOSIC-
MbI€ YIJIEBOIbI), BHyTpuBeHHOe BBeneHue 40 mi 40%
pacTBOpa III0KO3bI, BHYTPUMBIIICUHOE BBEICHUE TEK-
caMmeTra3oHa 2—4 Mr/cyT, npeaHu3onona 30—60 mr/cyT.
OmHaKo 3TO JeYeHUE ITO3BOJIMIIO JIUIIh YMEHBIIUTD Ya-
CTOTY U TSIXECTh TUIIOTJIMKEeMUN. B ¢BsI3M ¢ OonbImmMu
pa3MepaMM OIYXOJIM Pe3eKIIUS MeUYeHU MCKII0Yaaach
¥ eIWHCTBEHHBIM IIIAHCOM COXpaHEHUS XU3HU OOJb-
HOMY ObLJIa TpaHCIIaHTaIMs TTedyeHu. [lanmeHTy Obutn
BBITIOJTHEHBI TeIaTOKTOMMS U TPAaHCIUIAHTAIIMS TIeue-
HU OT POACTBEHHOTO JOHOpPA B KA4eCTBE paaiuKalbHO-
ro METOIa JICYCHUS C XOPOIIUM OTIAJeHHBIM pe3yJib-
TatroM. OnepaTUBHOE JICYCHHUE ITOJHOCTHIO YCTPAHUIIO
TUTIOTJIUKEMUIO.
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AOnoAHUTEeAbHas MH(.bOp MaLus KondumKT HHTEpecoB: aBTOPBI JEKJIaPUPYIOT OTCYTCTBUE SIBHBIX U T10-
TEHLIMAJIbHBIX KOH(MJIMKTOB UHTEPECOB, CBSI3aHHBIX C MyOIMKaLuen
I[OHOJIHI/ITeJILHLIe MaTEepHAJIbl K CTAThE HACTOSLLUEN CTaTbU.

Coracue NANMEHTA: NAIIIEHT T0GPOBONBHO MONMICAT HHdOpMUpo-  YIACTHE ABTOPOB: BCE aBTOPbI GbLIN BOBJIEUEHDI B BEICHNE MALMEHTa,
BaHHOE COIJIACUE HA MYOIMKALUIO EPCOHATBHON MEAULIMHCKOM nn-  BHECIN CYLIECTBEHHBII BKJIAl B MPOBEIEHNE TIONCKOBO-aHAIMTHYE-
hopMattu B 0Be3TIuEHHO hopMe B xypHae «[Tpobaembl anokpu-  CKOi PAGOTDI H MOLTOTOBKY CTATbH, POUIIM 1 0106PIIHM (PHHANIbHYIO
HOJOTHII>. BEPCHIO J10 MYOIMKALINY.

HcTounnk (pMBEAHCHPOBANMSA: TTOATOTOBKA CTATbU U MTOUCKOBO-aHAJIN -

TUYecKas paboTa MPOBeNeHbI Ha JIMUHBIE CPECTBA aBTOPCKOTO KOJI-

JIEKTUBA.
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|
K cratbe U.A. bondaps u coasm. «IunoramkeMudecKuii CHHIPOM NP SNUTETHOUTHOM
reMaHTHO3HI0TeIMOME TIeYeHH, YCTIeIHOe JiedeHrne — TPAHCILUIAHTALKS MeYeH! OT XKMBOT0
POICTBEHHOTO JOHOPA»

Puc. 3. Bna yaanenHo nevenm.

ITevyeHb Ge3 MPU3HAKOB LIMPPOTUIECCKUX M3MEHEHMIA, 3HAYMTEILHO YBEIMUeHa B pa3Mepe, B Sg2—3 1 Sg6—7—8 ompenessiioTcst MSITKO3IacTHye-
CKOW KOHCHCTEHIIMY HOBOOOpa30oBaHMsI fuaMeTpoM 13—14 cM Kaxoe, HeT MHBa3MHM OITyXOJIM B MOpTaJIbHbIe BOpOTa. Macca ymajeHHOM meye-
HM 5 KT.

Puc. 4. UMMYHOIUCTOXMMHUUYECKOE UCCAEAOBaHME.

O]'[yXOJ'[CBI)IC Y3JIbI B IICYCHU NMPEACTABJICHEBI nponn(l)epaunef/’l cpe;[He]?I BCJIMYUHBI BBITAHYTBIX 1 OKPYTJIO-OBaJIbHBIX KJIETOK C BEPETCHOBUIHBI-
MU, OBOUOIHBIMU U Hel'[paBI/U'[I)Hof/'I (I)OpMI)I sgaapaMy, MUTOTHYECKass aKTUBHOCTb HU3Kasl. OHYXOJTCBBIC KJIETKM pacCTyT KakK COJIMIHO, TaK U C
(I)OpMI/IpOBaHI/IGM Tpa6eKyn 1 COCOYKOBBIX CTPYKTYP, B YaCTH noJiei 3p€HUSA KaBEPHO3HLBIC ITOJIOCTHU. OtmevaeTcd POCT OITYXOJIEBBIX KJIETOK B
MPOCBET CUHYCOUAHBIX cocynoB. UHTeHcuBHas akcnpeccust CD34 omyxosbio. X200.
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