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We report the case of a young woman who underwent liver transplantation for epithelioid hemangioendothe-
lioma with diffuse intraperitoneal metastases. We observe the 1-year survival without tumor progression on
everolimus-based immunosuppression. The different therapies and the results of surgery for this disease are
discussed in short literature review.
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BBEAEHME

OnuTennonHas TEeMaHTHOAHIOTEIHOMa  TIede-
HU — PEJIKOE TMEPBUYHOE 3JI0KAYECTBEHHOE HOBOOO-
pazoBaHuEe U3 TPYMIBl ME3CHXUMAIbHBIX OIMyXOJNeH C
HEU3BECTHOW JTHOJIOTHEH, MPEICTABISAIONIEe MEHee
1% ciydaeB Bcex 3II0KadeCTBEHHBIX HOBOOOpa3oBa-
HUM TiedeHu. TepMUH «3MUTENUOUIHAsS TeMaHTHOdH-
norenromMay OblUT BHepBble BBeneH Weiss u Enzinger
B 1982 rony muist onpenenenust MArKOTKaHOM COCYIUC-
TOW OITyXONMW SHIOTENHNAIHHOTO TPOUCXOXKICHHUS C
KIIMHAYECKUM TCUCHHUEM MEXKIy TeMaHTHOMOW W aH-
ruocapkomotii [1]. B MupoBoii muteparype OmyOIHKo-
BaHo MeHee 500 omucaHmii coy4yaeB JaHHOTO 3a0oIe-
BaHuA [2]. Pemkas gacTtora 3TOro HOBOOOpa30BaHUS B
obmeit momymsimmu (1 cayuait ma 100 TBIC. HacEICHUS
B TOM) CYIIECTBEHHO OrPAaHUYUBACT BO3MOKHOCTU
ee W3Y4YeHHs, MO3TOMY CYIIECTBYIONIUE JedeOHbIe U
TaKTHYEeCKHe PEKOMEHIAIMN OCHOBAHBI JIMIIb HA JaH-
HBIX PETPOCTICKTUBHBIX HCCIIEIOBAHUA OTPAHMYEHHBIX
KIMHAYeCKUX cepuid [2]. KnuHudeckoe TeueHue >mu-
TEJIMOUIHON TEeMaHTHOSHIOTEINOMBI HecTeu(pUIHO
M BeCbMa BapHaOebHO, OMUCAaHBl KaK MEIEHHO, TaK
1 OBICTPO MPOTrPECCHPYIONINE BapHaHTHI Oone3Hu [3].
Jlnarso3 OCHOBBIBAE€TCS HA [JAHHBIX THUCTOJOTHYE-
CKOTO HCCIIEZIOBaHUSI OMOIICHITHOTO Marepuaia W pe-
3yapTaTaX WMMYHOTHCTOXHMHYECKOTO HCCIIETOBaHMUS,
MOJTBEPKAAIOIIETO JHIOTSIUATIBHYI0 JTU(GepeHIu-
POBKY OITyXOJIH, aKTUBHO DKCIPECCUPYIOIICH (hakTop
VlIlI-cesa3anneiii anturen (VWF), CD31, CD34 [4].
JleuebnpIe ommmM AT TaHHOTO 3a00JEBaHUSA BKITIO-
YaIOT PE3CKIUI0 TICUCHHU, TPAHCIUIAHTAINIO TCUCHH,
pasIuYHbIe BAPUAHTHI JIOKATBHOM NECTPYKIUHU, pa3-
JUYHBIE BapUAHTHI AMOOIU3aIlNU, XUMHUO- U JIYYEeBYIO
Tepanuio, Teparuio MHrHONTOpaMu aHTHOTeHe3a [5, 6].
[Toutn y 90% manueHToOB HA MOMEHT YCTAaHOBJICHHUS

JIMarHo3a OIyXOJb IPEACTaBIsIeT MYyIbTH(OKATHLHOE
OounobapHOe MopakeHHE TEUCHH, a Y 37% MalueHTOB
MMeeTCsl BHENeUeHOYHOoe ee pacmpoctpaHeHue. [lo-
3TOMY TpPaHCIUTAHTAIMS SBISAETCA CaMbIM YacTO WC-
MOJIb3yeMbIM (TIPAaKTUYECKH y TOJIOBHHBI MAI[MEHTOB)
METOJOM JiedeHHs1 OOJBHBIX SMUTEIHMOUIHONW TemaH-
THO3HI0TENINOMON, muiib Yy 10% manueHToB BO3MOXK-
HO BBITIOJTHEHHWE PE3eKInH TedeHn [5]. B oTHomeHnn
CIy4aeB C HaJIMYHEM METacTa30B JaHHOM OIyXOJH
OJTHO3HAYHBIX MHEHHH O 11e71eco00pa3HOCTH BBIIOIHE-
HUS TPAHCTUIAHTAIIMH HET: O/THU aBTOPHI PEKOMEHIYIOT
HE BBINTOJNHSITH €€ Y MaHHOH KaTeropuu OOJMLHBIX [7],
JIpyTHe e He PacCMaTpUBaIOT OIpaHWYEHHbIE BHETIE-
YEHOYHbIC 04Yark Kak aOCOIIOTHOE MPOTHUBOIOKA3aHUE
K TpaHcIUIaHTanuu [8].

B crarpse npezicTaBneHo KIMHUYECKOe HAOIIOeHe
TpaHCIJIaHTallUK TedeHu y 20-jeTHel AEBYIIKH IO
MOBOAY AMUTEINOUAHON T€MaHTHO3HI0TEINOMBI C UH-
TpaoIepaiOHHO TUArHOCTHPOBAHHBIM MHOXECTBEH-
HBIM METACTaTHYCCKUM MOPAKECHHUEM OpIOIIHON IT0-
nocti (OONIBIION CcalbHUK, MapheTanbHas OpIOIINHA,
MaTKa, SUYHUKH, alleHINKC), 0e3 Heoa bIOBAHTHOM
XUMHOTEpAui U XUMHOTEPAITUH B TIOCTTPAHCIIIaHTa-
IIMOHHOM TIEPHO/IE, C UCTIOIH30BAHNEM IBEPOIUMYCa B
KaueCcTBE OCHOBHOTO KOMIIOHEHTa HMMYHOCYTIPECCHUB-
HOM Tepamnuu.

KAUHUYECKOE HABAIOAEHUE

Hayuenmra I, 20 1em, enepévle 20cnumaniu3upo-
eéana ¢ 'BY3 HCO «'HOKB» 18.07.2013 ¢ aorcanobamu
Ha mynvle 601U 6 NPasom noopebepve U HeMOmuUGUPO-
BaHHblE NEPUOOUUECKUE NOObEMbL MEeMNePamypsbl mend
6 meuenue noryeooa no eevepam oo 37,5-38,0 °C.
Ilpu nocmynnenuu obujee cocmosiHue OmHOCUMENIbHO
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yoosnemeopumenvroe, macca mena 45 ke, acyuma,
JHCENMYXU Hem, NAIbNAmopHO 8 Npasom noopebdepve
U nueacmpuu onpeoensiemcs: nAOMublll, 6yepucmoiil
kpatl neuenu. Iemoenooun 97 2/n, spumpoyumor 4,47 X
10"/n, netikoyumeor 4,39 x 10°/n, mpomboyumer 179
10°/n, 6unupyoun 9,8 mxmons/n, aneoymun 35 2/n, AJIT
22 E/l/n, ACT 49 E[/n, I'T'T 130,9 EN/n, JIAI" 163 EJ{/n,
wenounas gochamasa 188 E/l/n, MHO 1,05, AYTB
31 cek. Yposnu onxomaprepog: P2A, ADII, CA 19-9 —
6 npedenax Hopmanorvix sHaverutl, CA 125 —307 E/[/mn
(npu nopme 0o 35 E[/mn). llpu 230¢pazoeacmpodyoode-
HocKonuu, KoroHockonuu, Y3U wumosuonoti sceneswi,
opeanos manozo maza, MP-momoepaghuu 201061020
mozea, MCKT epyownou xkiemxu namonocuyeckux us3-
menenuti ne eviasneno. Ilpu MCKT oprownou nonocmu
BUZVATUUPOBAHBL MHOICECIBEHHBLE OUA208bIE 0OPAZ0-~
BaHUSL B0 6CeX Ce2Menmax nedeHu, 6e3 KarbyuHamos,
PA3HBIX PA3MEPOS, CIUBAIOWUECS MeANCOY CODOL NIOM-
Hocmvio 63—71 HU, pasnomepno, Ho He3HAYUMENbHO
HaKanaueaowjue KOHMPACH 6 apmepuaibHyio, Hop-
manvhylo u 6eHosnyio ¢asel (82—92 HU), komnpumu-
pyiowue pemponederoyHblll cecMenm HUdiCHell Noiou
6eHbl U npopacmarowue 8 Oupyprayuio u 1egyio 6emeab
B80POMHOLL BeHbl ¢ OKKAtO3uel nocieonell (puc. 1). Ipu
MPT oanmuvie obpaszosanus eunepunmencuéhvt Ha T1- u
pesKo eunounmencusHul na T2-636eulennvbix uzoopaice-
nusx. Ipu nanapockonuu, evinonnennou 20.07.2012, ¢
obeux 00X neyeHu OOHAPYHCEeHbl MHOMCECHBEeHHble,
causarowuecs: medcdy cobotl, Oyepucmele, Oeneco-
samule, XpAWESUOHOU NIOMHOCIU 00pazosanus Oe3
NPUZHAKOB OUCCEMUHAYUU NPOYECCA RO NAPUESMATLHO
oprowune, 63am OuoONCulinblll Mmamepuai. B obpasyax
AHCUOKOCU U3 OPIOUHOU NOLOCMU NPU YUMOL02UYe-
CKOM UCCLe008aHUU ATMUNUYECKUX KIeMOK He Gblslee-
no. Tlpu cucmonocuueckom Uccredo08anuu CmpyKmypa
napeHxuMbvl neyeHu Cmepma 3a cuem Onyxonieeol mKa-
HU, CMpoMa KOMOpOU Npeocmasiena paspacmanusimu
KJIeMOYHO-80IOKHUCTOU PUOPO3HOTU MKAHU C OOTLUUUM

Puc. 1. MCKT OpromHoii monoctu (mmopranbHas ¢asza) 10
TpaHCIUIaHTaLlUH

KOIUYeCME0M COCYO08 PAIUYHO20 KAIUopa, 8 npocee-
max 4acmu KOmopwvlx COAUOHbIE KOMNIEKCbL KPYNHbIX
AMUNUYHBIX KIEMOK C OKPY2IbIMU U HenpasuibHol
Ghopmbl cUnepxpoOMHbIMU TOPAMU, WUPOKUM GEHUUKOM
CBEMIOU YUMONLAZMbL, OUALOBIMU ONIONCEHUSMU 2~
Mocuodepuna (puc. 2a), npu UMMYHOSUCTIOXUMUYECKOM
UCCIe008anHUU KIeMKU ONYXOAU UHMEHCUBHO IKCNpec-
cupyrom vWE CD31, CD34, eumenmun (puc. 26), ne
IKCIpeccupyrom  21a0KOMbIUEeUHbIL  AKMUH, XPOMOo-
epanun A, CDI117. Taxum obpasom, eucmonosuveckoe
cmpoenue Onyxoau U UMMYHODEHOMUN ONYXO1e8blx
KIemoK Oonee 6ce20 COOMEENMCMEO8ANU INUMENUO-
uoHoul eemanzuodndomenuome newenu. Ha ocnosanuu
NOJYYEHHBIX OAHHBIX YCMAHOGNEeH OUACHO3 «INUmen-
OUOHAS 2EMAH2UOIHOOMENUOMA NEUEHU, MHONICECTHBEH-
HOE OUN0OAPHOE NOPadCceHue ¢ UHBAZUEU NOPMATbHBIX
80pPOM U OKKAIO3UELL 180U BOPOMHOLL BEHbLY, ONYXO/b
npusHana uepezexkmadervnou, 01.08.2012 6bonvuas
BKIIOUEHA 6 IUCT OAHCUOAHUS MPAHCHAAHMAYUL neyde-
HU C 8bICOKUM NPUOPUTNENIOM.

Puc. 2. buontar neyeHn: a — OKpacka reMaTOKCHIIMHOM M S03MHOM; 0 — MHTeHCUBHas dkcpeccust CD34 omyxomnpio mpu uM-
MYHOTHCTOXHMHUYECKOM HccienoBanuu. X200
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Ha 20-u1 Oenv naxoocoenus 6 aucme OHCUOAHUS.
ocyugecmeier noobop OOHOPCKO20 OP2aHd, ¢ KOMOPbIM
nayuenmia Oviia cogmecmuma no cucmeme ABO npu
ompuyamenviom cross-match-mecme u 1 cosnadenuu
no cucmeme HLA.

MapameTpbl AOHOPA

Myxcuuna 57 nem, HOPMOCMEHUK, HOPMATbHbIE
VPOGHU  OURUPYOUHA, MPAHCAMUHA3, KPeAMUHUNA.
Cmepmb KOHCMAMUpPOBAHA HA OCHOBAHUU OUACHO3A
«cmMepmb MO32a» U HACMYNULA 8 pe3ylbmame 2emop-
PA2UYEeCKO20 UHCYIbIMA ¢ MACCUBHBIM KPOBOUTUAHUEM
6 8ewecmeo NOIYUAapull U Cmeosl 20J106H020 Mo32d, 2e-
MOMAMROHAOOU JHCeNYOOUKO8, OMEKOM, OUCioKayueu
cmeona 6 bonvuioe 3amoliouHoe omsepcmue. 11podoi-
acumenvrocmo UBJI cocmasuna 32 uaca. Makcumans-
HO 3agurcuposanublil yposerv Hampusi — 170 Mmons/.
Temoounamuueckas noddepaicKa ocyujecmeisaiacy ao-
PEHAUHOM, CKOPOCMb 88edenust eapvuposana om 0,05
00 0,15 mxe/xe/mun. Cropocmv NAA3MEHHOU AUMU-
Hayuu unooyuanuna zeienoeo (ICG) — 23,4%, ocma-
mounas niasmennas konyeumpayus ICG — 3% uepes
15 mum nocne 8sedenuss kpacumens. llpu ynompazey-
KOBOM UCCA008aHUL OPIOWHOU NONOCMU NedeHb HOp-
MATbHOU IX02EHHOCMU, U3YAIUUPOBANBL 8 00IACTU
IV=V=VI ceamenmos cunepsackyiapmoe obpazogamue
8 X 7 cm u 06a ananocuyHvlx 00paA3068aHUsT OUAMEN-
pom 00 2 cm 6o Il u Il ceemenmax, coomeemcemasyroujue
1O CB0UM XAPAKMEPUCTNUKAM KABEPHOZHBIM 2eMAHIUO-
mam.

Yyumuieasn xapaxmep 3abonesanus y peyunuenma,
ObLIO NPUHAMO peuleHUe O BOIMONCHOM UCHOTb308AHUL
MpAHCNAAHMAama nedenu (8 ciayuae udeHmuguxayuu
00pa308aHUsL KAK 2eMAHSUOMbBL 80 8peMs Npoyedypbl
IKCNAAHMAYULU) OM OAHHO20 OOHOPA C PACULIUPEHHBIMU
kpumepusimu. 21.08.2012 evinonnena cmanoapmmuas
npoyedypa MynbmuopeaHtoll IKChaanmayuu (nevers +
nouku). llepgysusi aboomunaibHo20 opeanokomniekca
ocywecmenena 25 1 pacmeopa Kycmoouon, kavecmeo
nepgysuu neuenu u nouex xopoutee. Bulsignennvie npu
V33U usmenenusi ¢ neuenu noomeepounucs. Ilpasas
NOYKA NPUSHAHA HEeNnpUeoOHOU 0/ MPAHCHIAHMAYUl
8 CBA3U C HAAUYUeM KUCHbl KOPKOBO2O CLOs OONbULUX
pasmepos, 1eeasn yCneuiHo mpaHcniaHmuposanda.

Onucaxue onepauun y peumnmeHTda

B ycnosusix kombunuposannoii anecmesuu Ha 0CHO-
6e cesopuiopana ¢ epyoHoll IMUOYPATLHOU AHACe3Uel
no Breivik-Niemi [9] evinonuena bucyoxocmanvhas aa-
napomoMusi ¢ GEPMUKATbHBIM PACUUPEHUEM NO TMUNY
«Mercedes». B oprowmnoii norocmu oxono 100 mn ce-
PO3HOU HCUOKOCMU, NPU YUMOAOSUYECKOM UCCTLe0080a-
HUU ee 06pA3Ya AMURUYECKUX KIEMOK He BblsGLEeHO.
Bo scex ceamenmax neuenu onpedensiemcsi benecosa-
moe, XpAuesudHou NIOMHOCMU 00pazoeanue, pac-

npocmpausowieecs Ha NOPMAbHble U KasalbHble 80-
poma. Buzyanbno c600600nbie om onyxonu yuacmxu 1V
u V ceemenmog niomuvle, memMHO-8UUHEB020 YBEMA.
B cepnosuonoii cesaske, bonvuiom cairbHuKe UMeromcs
MHOdICeCBeHHble  Oenecogample, NJIOMHbIE 00pPA30-
sanus 5—10 mm 6 ouamempe, n000OHBIE 0OPA3OBAHUSL
umeromes 8 000UxX AUYHUKAX, HA OHe U mejle MaAmKU U
O00UHOUHOe — HA BepXyUIKe 4ep8eodpazHoc0 Ompocm-
ka. Ha napuemanvnoili 6prowune 8e3uKoymepaibHo20
U PeKmoymepanbHo20 KapmMaHo8 Onpeoensiomcs MHO-
JHceCmBeeHHble AHAL02UYHbIe BbIChINAHUs [—2 MM 6 Jua-
Mempe, He3HAYUMEIbHOe UX KOIUYeCmE0 — HA J1e6OM
Kynone ouagpaemel. Taxum obpasom, unmpaonepa-
YUOHHO BbIABNICH KAHYEPOMAMO3 OPIOWHON NOLOCHU.
Yyumoieas monoooul eospacm nayuenmxu, mopgono-
2udecKull mun onyxonu, MexHUUecKylo 803MONCHOCHb
2enamaKmoMuy U yOdieHus OCHOBHOU MACCbl ONYXo-
J1e6OUl MKAHU, PEUEHO BLINOTHUMb YUMOPEOYKMUBHOE
BMEUAMeNbCmeo 8 0bvbeMe SKCMUPNayuy Mamru ¢
npuoamramu, masoeot NepumoHeyMIKMOMUU ¢ JIUM-
Gadenskmomuens, OMEHMYMIKMOMULU, ANNEHOIKMO-
MUll, 2enamaKmomMuul, OPMOMONU4ecKol MmpaHcnaAaH-
mayuu nevexu.

Lupxynapuo pacceuena neusmeHeHHas napuemais-
Hast OpIOWUHA Ma3a HA YPOosHe 00Wux Nnood8300UHbBIX
apmepuil, OHA MO4€8020 NY3biPsl, PEKMOCULMOUOHO20
omoena mMoacmou KUWKU, MynviM U OCMPbIM Hymem
8bl0eNleHbl MOUeBOU NY3blpb, NPAMAA KUWKA, NOO0-
8300UiHblE COCYObL, MOYEMOYHUKY, 61dzaluuje, nepe-
ceuenvl C8A3KU MAMKU U Mamounvle apmepuu. Buinon-
HeHAd SKCMUpnayus Mamxu ¢ npuoamramu, mazoeblmu
OPIOWUHOU, KIeMYamKoU U IUMPamuieckumu ynamu
en bloc. Panesas nosepxnocmv obpabomana apeow-
yeuneHnoll xoazyrsayuetl. Beinonnena annenosaxmomus.
Yoanenwr bonvuioti u manwiii canvruxu. BeloeneHul dne-
MeHMbl NeYeHOYHO-08eHAOYAMUNEPCIHOU CEA3KIU, Bbl-
nonHeHa aumMpoouccexyus. ApmepuaioHas aHamomus.
neuenu cmanoapmuas (mun 1 no Hiatt [10]). Jlueupo-
8aHA U nepeceueHa COOCMEEHHAs. NeYeHOYHAs apme-
pus u nepeceuen xonedox. Ilepeceuenvi ce:a3Ku nevueHu.
Buloenenvl noo- u naoneueHouHbvlll ce2Mermbl HUMCHEl
NOJIOU GeHbl, MOOUTUZ0BAHBL NPABDILL U J1EGbIL KOHMYPbL
ee pemponeueHOYH020 Ce2MeHmd, NepeceyeHsvl U Yulu-
Mbl YeHMPAIbHAS 8EHA NPABO20 HAONOYEYHUKA U J1e6dsL
ouagppaemanvnas eena. Ilepesxcamvr 6opomuas eena,
N0O0- U HAONEUEHOUHBIN CEe2MEHMbl HUNCHel Mool
6¢Hbl. BoinoiHena 2enamakmomust ¢ pesexyueti pempo-
NeYeHOUH020 ceeMerma HudCHell noaou eervl. Buo yoa-
JIeHHOU neyenu npeocmasien na puc. 3. Jlosice yoanen-
HOUL neYeHu U Jiegwblil Kynoi ouagpasmol 00pabomansl
apeoH-ycunenHol Koazynayuei. B opowmnyo norocmo
peyunueHma noveuier KOHCepsUuposanHlll U npeosa-
PpUmMenbHO N0020MOsIeH bl mpancnaanmam. Hveem-
Cs 8apuanm e2o apmepuaibHol anamomuu (mun 2 no
Hiatt): nesas neuenounas apmepus x [I-111 ceemenmam
omxooum om Jnegotl dicenyoounoi apmepuu, IV cee-
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MeHm U npasdas NON0GUHA KPOBOCHAOIICAIOMCS Npa-
601l NEUEHOYHOU apmepuetl, OMXoosuell Om YpesHO20
cmeona. Kasanvuas pexoncmpykyusi: Kiaccuueckast
(0sa anacmomosa Prolene 4-0). Illopmanvuas pexonc-
MPYKYUsi: NOPMonopmanvHulll  anacmomos (Prolene
5-0) ¢ «growth-factory. Apmepuanvuas pekoncmpyx-
yusa: anacmomos «koney 6 6oxy» (Prolene 6-0) medxcdy
UPEeGHLIM CMBONIOM MPAHCHAAHMAmMa u obujell neve-
HOUHOU apmepuell peyunueHma 8 Mecme OmxoHcoeHusl
2acmpo0y00eHAbHOU apmepull ¢ COXpaneHuem Kpogo-
moka no nocieoueil. Bunuapnas pexoncmpykyus: xo-
J1€00X0X01e00X0aHACMOMO3 00UHOYHLIMU weamu (PDS
11 6-0) 6e3 napyosicnozo openuposanus. Obwuii 6ud pe-
nepgy3uposanno2o MpaHcnIaHmama npeocmasiet Ha
puc. 4. Ilpu eucmonozuseckom u UMMYHOSUCTOXUMU-
YecKoM UCCLe00B8AHUAX NOOMBEPHCOCHO Memacmamu-
yeckoe nopadicenue MamKu, AUYHUKO8, OOIbUO20 CAlb-
HUKA, OPIOWUNBL MAT020 MA3d, ANNEeHOUKCA.

MapameTpsl onepauuu

Ipooonacumenvrocms emewiamenvcmea — 13 ua-
coe. Mwemus mpancnianmama — 10 uacog 35 mu-
nym. Uumpaonepayuonunas kposonomeps — 2500 uax,
VUUMBIBASL HANUYUE 310KA4eCMBEeHHO20 HO8000pa30-
6aHUSL U KAHYEPOMAMO3d, annapamuas peunqy3usl
AYMONOSUYHBIX dPUMPOYUTNOE He Npoussoounacs. I e-
MOOUHAMUYECKUTI U BOLEMUYECKULl MOHUMOPUHE OC)-
wecmensincs ¢ ucnoavzosanuem cucmemwvt PiCCO2
(Pulsion), nopmanvnas penepgysusi conpogoicoaiach
KpamKo8pemMeHHOl — 2UNOMmoOHUel, KOPPUSUPOBAHHOU
B0/IeMUHECKOU HA2py3KoU U uH@ysueli dogamuna 6
meuenue 10 munym. Heobxooumocmu 6 cmumyis-
yuu ouypeza UHmMpAonepayuorHo He oOwviio. Yposens
JaKmama 6 apmepuanbHoll Kposu 6 KOHYe az2enamu-
yeckoeo nepuoda — 10,2 mmonsv/n, nocie nopmaibHOU
penepyzuu — 12,1 mmonv/n, Ha momenm 3a8epuLerust
onepayuu — 5,2 mmonv/1. Pecnupamophuiil unoexc Ha
Momenm 3a8epuienus onepayuu — 454.

POHHMIA NnOCA€ONEpPALLMOHHBIN NEPUOA
(rocnuTaAbHBIM 3TAN)

TIpoodondicumenvrocme pecnupamopHoil noodepaic-
Ku nocie onepayuu cocmasuna 9 yacos. B oaudrcaii-
wem nocieonepayuoOHHOM nepuooe OmmeyeHbvl seie-
HUs pauHeli OUCYHKYUU MPAHCRIAHMAmMa (Co2nacHo
kpumepusim Olthoff u coasm. [11]) 6 éuode anesayuu
yposHeti mpancamunaz 0o 5000 E/l/n u bunupydouna oo
200 mxmonw/1 6 meueHue nepeoul Heoelu nocie mpanc-
nianmayuy. Y 601bHOU He 3aUKCUPOBAHO PA3BUMISL
0CMPO20 NOBPENCOCHUsL TE2KUX, OCMPO2O NOBPedicOe-
HUSL NOYEK, KapOUATbHbIX, 2OCHUMANbHBIX UHpeKyu-
OHHbIX, COCYOUCMBIX, OUNUAPHBIX OCLONCHEHULl Nocie
mpancnaaumayuy.  IIpoodondcumensHocms — ieueHus
6 OmoeneHUul peaHumMayuu U UHMEHCUSHOL mepa-
nuu cocmaeuna 13 cymox. Ilayuenmxa evinucana Ha

Puc. 3. Ynanennas neyeHn

Puc. 4. TpancnnanTaT nocie NOpTajabHON U apTepUanbHOM
perniepdy3nu, CTpeskaMy yKazaHa TeMaHrnomMa

30-e cymxu nocine onepayuu 8 y0081emeopumenbHom
COCMOSIHUU.

UMMyHOCYnpecCcHuBHAS Tepanus

B kauecmee unoyxyuu ummynocynpeccuu ucnoib-
308an 6asunuxcumab (20 me, 0sa eeedenus). Tepanus
KOPMUKOCMePOoUudamu ¢ 6blcmpotl pedykyuetl 003vl No
cxeme 500-250—125 me u ommenou ux na 3-u cymxu
nocie mpancnianmayuu. Monomepanus maxponu-
mycom 6 me/cym. UHUYUUPOBAHA HA 3-U CYMKU NOCe
MPAHCHAAHMAYUY ¢ NOOOEPAHCAHUEM €20 KOHYeHM-
payuu Ha ypoeue 7—10 ne/mn. Ha 20-e cymku noc-
Jle MPAHCHIAHMAYUU 8 CXeMY GKIIOUEH IGePONUM)C
3 me/cym, npu smom 003a MaAKpPOIUMYCA CHUICEHA 00
1 me/cym. Ha momenm 8uinucku KOHYEHMpayus 36e-
aumyca — 4,7 He/Ma, KOHYyenmpayus maxpoiumyca —
2,1 ne/ma.

OmoaneHHblil NOCIEONEPAUUOHHBLIL REPUOD NPO-
mekaem 0e3 0CI0JNCHeHUll, QYHKYUs MpancniaHmama
xopowas. Ilayuenmra Haxooumcs 8 y0oe1emeopu-
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MENbHOM COCMOAHUU, Oblid CUCMEMHO 00C1e008and
Ha cpoxax 3, 6 u 12 mecayes nocie mpancniaumayui,
npU 2MOM He GbII6IEHO 0UA208 ONYXOIU 8 OPIOWHOU NO-
JOCMU, MPAHCILAHMAme U OPYy2Ux OpeaHax, 2emaneii-
OMbl MPAHCHAAHMAMA HE UMEION MEeHOCHYUU K POCHY
(puc. 5). Ypoernu ADII, POA, CA-19-9, CA-125 ¢ npe-
denax HOpManbHuIX 3Havenutl. Pescum ummynocynpec-
CUBHOU MePanuy ¢ MOMEHMA 8bINUCKU HE UBMEHSLILCSL.

OBCYXAEHUE

[To cocTosHMIO HAa CETOMHALIHUN EHb MHOIOLICH-
TPOBBIX PaHJIOMH3UPOBAHBIX HCCICIOBAHUN TPHUMe-
HEHUSI Pa3INYHBIX JICYEOHBIX OIIUH B OTHOIIEHUH
SMUTEITHUOUTHON TEMaHTHOIHIOTETHOMBI HET. CaMbIif
00JIBII0H 0030p OIMYOJIIMKOBAHHBIX CIIy4YaeB ATHTEIHO-
WIHON TeMaHTHOYHIOTEIMOMBI ObLI IipezicTaBiieH Meh-
rabi u coasT. B 2006 roxy [5]. OH ocHOBaH Ha peTpoc-
MIEKTUBHOM aHAJIN3€ OTPAHUYCHHBIX CEPUIl OMHOYHBIX
ueHTpoB u Bkitoumn 402 nmanuenta B nepuon ¢ 1984-ro
o 2005 roa. CornacHo NaHHBIM aBTOPOB, TPAHCILIAH-
Tanus ObuTa BRITIONHEHA y 44,8% IManneHToB, XUMHUO-
WJIH JTydeBas Tepanus UCIoIb30BaHa y 2 1% manueHTos,
pe3eKuus NeYeHu ocyuiecTsieHa y 9,4% mauuenTon, u
HE NPUMEHSIIOCh HUKakKoe JiedyeHue y 24,8% (!) nauu-
€HTOB. |- U 5-7IeTHss BBDKUBAEMOCTh TP HCIIONIb30Ba-
HUU JJAaHHBIX CTPAaTernii COCTaBMUIIa COOTBETCTBEHHO 96
u 54,5% nocne Tpancmnantauud, 73,3% u 30% nocne
XUMHO- WM JTydeBoil Tepanuu, 100 u 75% mocie pe-
3exuuu ¥ 39,3 u 4,5% 0Oe3 J1eucHus.

B 2007 roxy Lerut u coaBT. oryOnuKoBay eBpomneii-
CKUU OIBIT TPAHCIUIAHTAIUY [IEYCHU TP SITUTCITUOU/T-
HOU reMaHTHOdHI0TEeINOME 59 nmanuedTaM ¢ S-JIeTHeENR
BBDKHBaeMOCThIO 83% [12]. 86% n3 HUX nMenn Omto-
OapHoe mopaxenne u 10% — BHENCUCHOYHBIC OYarH
omyxonu. HTepecHo, 4TO y TOM Majol TPYIIbI Ma-
[IMEHTOB, UMEBIIINX BHETIEYCHOUHOE PACTIPOCTPaHEHHE

Puc. 5. MCKT OpromiHoii mosioctu (BeHo3Has ¢asza) uepes
rOJl TOCJIC TPAHCIUIAHTALUH, CTPEIKAMU YKa3aHbl TeMaHIHU-
OMBI TPaHCIUIaHTATa

OITYXOJIH, BBIKHBAEMOCTh HE OTJINYAJIach OT TPYIIIHI C
JIOKAJIU30BaHHBIM MPOLECCOM. AMEPUKAHCKUU OIBIT
opu1 mpeacraBned Rodriguez u coast. B 2008 Tomy:
110 martueHTOB C 5-JIeTHEH BRDKUBaeMOCTHIO 64% [13].

HecMoTps Ha TO, UTO OMBIT pa3HBIX LEHTPOB PEIKO
npesbimaet 10 ciyyaes, OOJIBITMHCTBO aBTOPOB J0MYC-
KalOT BBITIOJTHEHWE TPAHCIUIAHTAIMH TP OTpaHHYEH-
HOM BHETIEYEHOYHOM pPaCIpPOCTPAHEHHUH OIyXOonH |5,
12, 14].

B 2010 rony Grotz u coaBT. [2] mpencTtaBuin pe-
3yNbTaThl JICUSHHS] OJHOM W3 HaWOONBININX CEephuil B
Mupe u3 30 TanueHTOB KIWHUKH MeWo B mepuon ¢
1984-ro mo 2007 roxa. TpaHcmmaHTaIusl IpUMEHEHA Y
11 (36,7%), pezexus —y 11 (36,7%), nannuatuBHOE
nedenue — y 8 (26,7%) manueHTOB. 1- U 5-71€THAA BBI-
KUBAEMOCTh cocTaBuiau 91 u 73% mocie TpaHcIiaH-
tanmu, 100 u 86% mocne pe3eKInu COOTBETCTBEHHO.
ABTOpPBI IPUIIITK K BBIBOJY, YTO MPEAUKTOPAMHU XOPO-
IIeTO TIPOTHO3a MPH SMUTEITUOUTHON TeMaHTHOIHIOTe-
JIUOME SIBJISTIOTCSI KOJTMIECTBO y3JI0B oImyxoym MeHee 10
¢ pa3mepom HauOomnbiero meuee 10 cM. ArbIOBaHTHAS
XUMHOTEpanus He BIVsUIa Ha PE3ybTaThl ONEpanui.
Meracrassl umenuch y 7 (87,5%) n3 8 maumenros, y
KOTOPBIX HMCITOIB30BAHO MAJUTMATUBHOE JIeUeHne u y 4
(18%) m3 22 omepupoBaHHBIX MAllMEHTOB, HE OKa3aB
MPH ATOM 3HAYUMOTO BJIHMSIHHUS Ha OTJAJICHHYHO BBI-
JKuBaeMocTh. [lpn oOcykaeHnn mociieonepannoHHbIX
OCJIO)KHEHHWH W JIETAITBHOCTH B IaHHOW paboTe onmucan
CiIy4ail cMepTH MaIMeHTa B XOCIHCE TOCIe MOIBITKH
TpaHCIUIAHTAIIUY, HE BBITTOJTHEHHOHN 1O NMPUYMHE KaH-
1epomMaro3a OpromrHo oJI0CcTH. TeM He MeHee 3TH aB-
TOpHI TaK)Ke HE PACCMaTPHUBAIOT HAJMYWE JIOKAJIBHBIX
METacTa30B OIyXOJH KaK MPOTHBOIOKa3aHHE K pe3eK-
WY WK TPAHCIIAHTAINN, 0COOEHHO TIPY BO3MOXKHOC-
TH UX ylaJeHHUs.

[Ipy TeMaHTHORHIIOTEIHOME C KaHIIEPOMATO30M
OpIOIIHON TOJOCTH Y MOJIOOM MalUeHTKH MbI BbI-
MOJTHUIIM TPAHCIUIAHTAIMIO TICYCHH C MaKCUMAIIbHO
BO3MOXXHOH ITUTOPENYKIIMEH, COMHEBAasCh B OIpaB-
JAHHOCTH W HEOOXOMUMOCTH JIaHHOW TPOLEAYPHI.
Hcnonp3oBaHne MapruHAJBHOTO TpPAHCIUIAHTaTa OT
MapruHaJbHOTO JIOHOPA IO3BOJIMJIO HaM HE COMHe-
BaThCs B €€ STHYHOCTH. B kKauecTBe OCHOBHOTO HMMY-
HOCyTpeccanTa OblT mcmonb30BaH mTOR-uHTHOUTOD
9BEPOIMMYC, OONaJalONINK aHTUNPOIH(EPATHBHON U
AHTUAHTHOTCHHOW akTUBHOCTHIO [15]. B nurteparype
OTCYTCTBYIOT JJaHHBIE O TPUMEHEHHUH €T MOCIIe TPaHC-
TUTAHTAIIMH 110 TIOBOJLy TeMaHTHOdHAOoTennoM. Ha mo-
MEHT HalMCaHUs CTaThbH CPOK MOCJE TPaHCIUIaHTAIIH
cocTaBisieT 13 MecsieB, HO Aaxke TakKOoW HeOOIBIIOH
CPOK KH3HHU 0e3 TPU3HAKOB OIYXOJIEBOW MPOTPECCHUH,
MO-BUIUMOMY, TIO3BOJIAET CJIENaTh BBIBOJ O IIEJIeCO-
00pa3HOCTH arpecCUBHONW XMPYPIHYECKON TaKTHKHU C
COOTBETCTBYIOIIEH HMMMYHOCYIPECCUBHOM Tepanueil
B MOJJOOHBIX CHTYaIUsX, Jake TP OYEHb PacIpocTpa-
HEHHOM TIpoIIecce.
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PeAQKLMOHHbIM KOMMEHTapui npodpeccopa
.F. Moicioka k ctatbe U.A. MopLueHHukoBaA
U COABTOPOB (TPAHCMAGHTALMA NEYEHU

NPU 3NUTEAMOUAHOU FTEMAHTMOIHAOTEAUOME
C KAHLLePOMATO30M GPIOLLHOW MOAOCTH:
KAMHMYECKoe HabAloAeHueN

HaunHast ¢ nepBbIX yCHEIIHbIX TPAHCIIAHTALMH I1e-
YEHU [OKA3aHMsI K 3TOMY BMELIATEIbCTBY IIOCTOSIHHO
MepecMaTpUBAIOTCA U pacuIupsitoTcsa. B Teuenue mno-
CIEIHUX JBYX HECATHIETHH HAKOIUIEH JOCTATOYHBIN
OIIBIT, AEMOHCTPHUPYIOIIUH 1eJIECO00Pa3HOCTh TPAHC-
[JIaHTAlUU [E€YEHH, IPU €€ PANIMUHBIX 3J10KAYECT-
BEHHBIX M J00pOKayeCTBEHHBIX HOBOOOPA30BaHUSIX.
OpnHako MECTO TpaHCIJIAHTALMU B JICYEHHU COCYIHUC-
TBIX OITyXOJIEH TIEYEHH 10 CHX TOp He omnpezeneHo. Bo
MHOTOM 3TO CBSI3aHO € TE€M, YTO PACIPOCTPAHEHHOCTD

JTAHHOM IaTOJIOTUU KpaliHe HEBEJIMKA, [I0ATOMY HaO0JI0-
nenue W.A. TlopuieHHHMKOBa U COABT. HPEACTABISICT
0COOBII WHTEpEC, PaBHO KaK WM TMPHUBENEHHBIH 0030p
JUTEPATYPHI.

DNUTEeNUOUAHAS T'€MAHTHOSHIOTEINOMa — OTHO-
CUTEIILHO PEIKWH BHJ HOBOOOpPa30BaHWI TMEUCHH,
BCTPEYAIOIIMIACS NPUMEPHO B | cilyyae Ha MUJUTMOH Ha-
cenenus. [lo nanubM EBponeiickoro perucrpa TpaHc-
IUTAHTAUMHU IIeYeHH, S5- u 10-JeTHSIS BBDKHMBAEMOCTh
IMAIIUCHTOB C MUTEIHONIHON TeMaHTHOYHI0TESIIMOMOM
rocJe nepecaaxku nedyeHu cocrapisieT 83 u 74% coot-
BETCTBEHHO. B TO ke BpeMs pe3ysIbTaThl TpaHCIIaHTa-
[IUH TIPU TEMaHTHOCAPKOME, KOTOPast TAK)KE OTHOCHUTCS
K COCYJMCTBIM HOBOOOPa30BaHUSIM ITEYCHU, KpaiHE He-
YTEIUTENbHBL: PEIUANB OIyXOJIH HaONIOad y Beex
0e3 UCKITIOUCHMS TIAITHEHTOB, a MAKCUMaITbHASI TTPOIOJI-
JKUTETBHOCTD JKU3HHU TOCIE TPAHCIUIAHTAIUU HE TIpe-
BhbIIIana 2 JieT.

Crout orMeTuTh, 4To AuddepeHnupopars reman-
THODHJIOTEIINOMY OT TEMaHTHOCAPKOMBI TP TTOMOIIIH
HEUMHBA3MBHBIX METOJIOB HCCIICIOBAHUS HEBO3MOXKHO,
a IIyHKIIMOHHAsI OMOTICHs, KaK MPABHIIO, JaeT HEI0CTa-
TOYHOE KOJIMYECTBO MAPEHXUMBI [IEUEHHU JIJIs1 TOCTAHOB-
KU TIPaBUJIILHOTO Auaruosa. [1o3Tomy pexoMeHmTyeTcs
JTM0O0 BBITIOJIHUTE OTKPBITYH WHIIU3UOHHYIO OHOIICHIO,
MO0 B COMHHUTENBHBIX CITy4asiX IMepejl MOCTaHOBKOU B
JINCT OKUAAHUS BBDKJIATh 6 MECSIIeB ¢ MOMEHTA Jua-
THOCTHKH OTTYXOJIH.

Bb100p MMMYHOCYIIPECCHBHOTO IPOTOKOJIA ITOCIIE
TPAHCIUIAHTAIIMY MIEYCHU TI0 TTOBOAY COCYIUCTOU OITy-
XOJIA TaKkKe HEe TPOCT. ABTOPHI TIPSO KOMOMHA-
A0 TaKpPOJIUMyca W DBEPOJIUMYyCa B HH3KHX 032X,
KOoTOpasi Mpu cpoke HaOmoneHus B 13 MecsueB mos-
BOJIMIJIA U30€KATh PA3BUTHSI OCTPOTO OTTOPIKEHUS IMPH
OTCYTCTBHH peluanBa ormyxoiu. OpHako s 000CHO-
BaHHBIX BBIBOJIOB TpeOyeTcs NajbHelIee HaOIoIeHIe
3a OTOM MaIfUCHTKOM.
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