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BBeaenue

MexayHapo/Hast rpynmna 3KCIepToB, CO3JjaHHas 10/, 3aruA0H
BcemupHoro koHrpecca racTpoaHTepoJioruy, B 1994 rogy npu-
IIJIa K BBIBOJY, YTO JO6pPOKAaYeCTBEHHbIE OIMYXOJHM Ie4YeHHU
HpeJCTaBJIAIT CO60M reTeporeHHy rpynny 3a6oJieBaHUN
pas/IMYHOr0 KJIETOYHOro mpoucxoxzaeHus [1]. Odaru vacro
06HAPY)KUBAIOTCS CJAy4alHO, BCJIEACTBUE LIMPOKOTO UCIOJb-
30BaHUSA MeTO/I0B BU3Yya/IbHOM JUaTHOCTUKH, U HepeJKO UMe-
10T 06pOoKayecTBEHHbIN XapakTep. HekoTopkle n3 3TuX 3a60-
JIeBaHUH NedyeHU GoJiee KJIMHUYECKH 3HAUYMMBI, YeM JIpyTHe.
Hacrosie KJIMHUYECKHE PEeKOMEHJALMM CO3/aHbl KakK I0-
cobue Mo NpaKTUYEeCKOH JUAarHOCTHUKE U BeIeHUI0 MAallUEHTOB
c HauboJiee pacIpoCTpaHEHHBIMHU A06pOKaYeCTBEHHBIMU OIy-
XOJIAMM: TeMaHI'MOMOH, POKaIbHOW HOAYJNSAPHOH runepILia-
3ueit (PHI') u renatouesttonsspHoit ageHomoit (FLA).

JlokazaTesbCTBa U peKOMeHAIMH, CoJlepKalliecs: B 3TOM
JIOKyMeHTe, 6bl/IM KJIacCHQUIIMPOBAHbI COIJIACHO CUCTEME OLleH-
K4, pa3paboTKu 1 usydeHus pekomeHganuii (GRADE) [2]. Cuia
peKoMeH/lal Ui OTpakaeT KayecTBO JIeXKal[UX B MX OCHOBeE
JokasareabcTB. B cucreme GRADE npegycmoTpeHb! 2 ypoBHA
pekoMeHaanui: cuibHble (1) u cnabeie (2) (Tabauna 1). [pak-
TUYECKHE KJIMHUYECKHe peKOMeHAlMY, TAKUM 06pa3oM, pac-
KpbIBAlOT KaueCTBO J|0Ka3aTe/bCTB: YEM Bblllle Ka4eCcTBO [[0-
Ka3aTeJIbCTB, TeM OoJiee BepOsiTHA JJOCTOBEPHOCTb CUJIbHBIX
peKoMeHaLuii; yeM 60Jibllle BADUATHBHOCTH UJIM Heolpese-
JIEHHOCTH B /IaHHBIX, TeM 60Jiee BepOSTHBI CJlabble peKOMEeH-
Jlaluu.
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ELSEVIER

OCHOBHbIE IPUHIUIII JIeYeHUS PH Y3JI0BOM
06pa30BaHUU B NeYEeHU

O6pa3oBaHUsl B MeYEHU 4Yalle BCEro 0GHApYKHUBAKOTCS NpPHU
YABTPA3BYKOBOM HcciefioBaHuU (Y3U) 6GploliHON MOJIOCTH.
C nomoubio Y3U UILyT NPUYUHBI TAKOWM CUMIITOMATHKH, KaK
6os1b B JKMBOTE MJIM NOTEPS Beca, remaToMerasus, U3MeHe-
HUH, BBISIBJIEHHBIX IPU OLleHKe QYHKIUU [IeYEeHHU C IIOMOLIbIO
JIabopaTOPHBIX TECTOB, UJIU JaXKe HE CBSI3aHHOU C renaTobu-
JINApPHOYW cUCTeMOU (Hampumep, MHPEeKI U MOYEBbIBOSIMX
nyTei). AHaMHe3 NalueHTa JOJ/DKEH CoZepaTh XKalo6bl U 1o-
c/le/lHUe MeJJULMHCKHUE JJaHHbIE, YTO6bI MOXHO 6bIJIO Onpeje-
JIUTb GAaKTOPbI, 00YCI0BUBILIKE Pa3BUTHe 3a00JIeBaHUs Neye-
HU. ITH JJaHHble MOTYT BKJ/II0YATb PaHee AUarHOCTHPOBAHHbIE
OHKOJIOTHYeCKHe 3a60JIeBaHUsl, KOHCTUTYIIMOHAIbHbIE CHMII-
TOMBI (AHOpEKCHs1, IOTEePSI BECA, ACTEHUS) UJIH JIMXOPA/IKY, CBU-
JleTeJIbCTBYIOUIYI0 O MaJIMTHU3AIUHY MPoIecca Ui 06 HHPeK-
iy, [Ipy no03peHny Ha aMeOHbIN a6CLecC BaXKHbI CBeJleHUs
0 noe3zKax 3a rPaHUIly WU O NepeHeCeHHOH AM3eHTepHH.
Heo6x0jMMO BBISICHUTb HaJIMYM€e CHMITOMOB HJIM IPU3HAKOB
MEePBUYHOTO 3JI0KAUeCTBEHHOI'0 HOBOO6pa30oBaHUs (M3MeHe-
HUe puTMa ZedeKaliy, yIIOTHEHHE B MOJIOYHOH »KeJie3e UIn
HOpa)kKeHHe KOXKH) B IPYTrUX 4acTAX TeJsa. Takke BakKHA UCTO-
pHs IpHeMa JIEKapCTB, B KOHTEKCTE HOBOOGPA30BaHUH Neve-
HU KPUTHYHO MCIOJIb30BaHHUE OpaJbHbIX KOHTPAleNTHBOB.
Kpowme Toro, npu onpoce nanyeHTa He06X0AUMO BbIABUTb dak-
TOPBI PUCKA XPOHHUYECKUX 3a00/IeBaHUN NEeYeHH WM paka.
K HUM OTHOCSTCS: MepeHeCeHHbIH BUPYCHBIM renaTUT WU
Uppo3, TpaHCcPy3HH, TaTyak, BHyTPHUBEHHOE HCII0JIb30Ba-
HUe HAapKOTHYECKHUX CPe/CTB, HAac/leCTBeHHble GpaKTOPHI OMy-
XoJledl NedyeHH, U30GBITOYHOE NOTpebJIeHHe aKOroJis, Kype-
HUe, IPU3HAKU MeTab0JIMYeCKOro CUHApPOMa (0XKUpEHHE, ca-
XapHbIM AuabeT 2 THUMA, THIEPTOHUS, CeplledHO-COCYAUCThIE
3abosieBaHMsA) U IpHeM MeTOTpeKcaTa, TaMOKcHdeHa UM aH-
JIpOreHOB.

[Tocne ocMoTpa M 6a30BBIX MCC/IELOBAaHUH, HallpaBJieH-
HbIX Ha UCKJIOYEHHe OCHOBHBIX XPOHHYECKUX 3a60JieBaHUU
NeYyeHH, 719 oNpe/iesIeHUs XapaKTePUCTHK ONYXO0JIU POBOJAT
UCCJIe/IOBAHHUSI C KOHTPACTUPOBAHUEM, BKJII0Yast KOHTPACTHYO
axorpadum, koMmnboTepHy ToMorpaduto (KT) u MarHUuTHO-
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pe3onaHcuyto (MP) tomorpaduio (MPT). KT oGecneunBaet
OBICTPYIO OLIEHKY IIPU MOJJ03PEHUH Ha PaK, 3TO UCC/IeJOBAHNE
MKUPOKO A0cTynHOo. MPT MoXeT 3aHATh 60Jiblile BpEMEHH, ee
npoBe/ieHHe y GOJIbHBIX € KJaycTpodobrel 3aTpyHEHO, HO
B oTiinyre oT KT npu MPT He npuMeHseTca HOHU3UpYIOLee
n3naydeHue. OCHOBBIBAsCh Ha COJEPXKAaHUHU BOJABI B TKaHSX
Y MarHUTHBIX cBoicTBax, MPT o6GecneunBaeT 6oJiee JeTalb-
HYI0 OLleHKY TKaHedl U MO3TOMYy SIBJISETCS MPEANOYTUTEb-
HBIM METO/IOM IEePBHUYHOM OLIEHKU MPH TOJ03PEHUM Ha [J0-
OpoKayeCcTBeHHOe HOBOOGpPa30BaHHE, OCOGEHHO y MOJIOABIX
nanueHToB. [Ipy HEOTArolLleHHOM aHaMHe3e 06C/ef0BaHUs
Y aHaJIM30B KPOBH, IPUMEHEHHUsI METO/I0B JIy4eBOM JAMarHoc-
THUKH, KaK IPaBUJIO, OCTATOYHO /Il YCTAaHOBJIEHUS IMarHo3a
Jl06pOKAYeCTBEHHOU OMYXO0JIU NMeYeHU U IPUHSATUS pelleHus
0 mocjeAynmux AedcTBusax. OJHAKO BaOXXHO He OMIMOGUTHCS
B lUarHO3e U He MPOMYCTUTh 3JI0KaYeCTBEHHOe HOBOOGpaso-
BaHue. Eciu ecTb cepbe3Hble COMHEHUS, 11eJ1eCO06Pa3Ho cAe-
JIaTb GUOIICHIO WK pe3eKI1Io opraHa. MHBa3WBHbBIE poLely-
pbI CBSI3aHbI C PUCKOM, TO3TOMY UX CJIeIyeT MPOBOJUTD TOJBKO
1ocJie nepecMoTpa JJAHHBIX ONBITHOH MHOTONPOUIbHOH KO-
MaH/I0# CneruaaucToB.

Ta6suna 1. YpoBHM J0Ka3aTeJIbHOCTU U peKOMeHAanui (Kiaccu-
¢uxanus GRADE npejcraBiieHa 3/ecb B aalTUPOBAaHHOM BH/Je)

YpOBHW fiOKa3aTenbHOCTH
| PaHAOMU3MpPOBaHHbIE KOHTPONMPYEMble NCCnejoBaHNA
II-1  KoHTponupyemble nccnefosaHms 6e3 paHgomvauum

II-2  KoropTHble nccnenoBaHna Mnmn aHanUTUYeCKne nccnefoBaHna
«CyYan—KOHTPOMb»

II-3 MHoXecTBeHHble cepun cnyyvyaes U Henpeackasyemble XaOTUYHble
SKCMepunMeHTbI

Il MHeHuA aBTOPUTETHBIX yUYEHbIX, ONMcaTesibHasA 3MMaAeM1Monorua

YpoBHM pekomeHZauni

1 CunbHble pekomeHaaumm: GakTopbl, ONpeAenatoLLe Cuiy PEKOMEH-
Jauui, BKITIOHAIOT KauecTBO JOKA3aTeNbCTB, Mpeanosiaraemble MCXOabl,
BaXXHble A/1A NaLMeHTa, U CTOUMOCTb JieYeHNs.

2 Cnabble pekomeH[aLmMu: BaprabenbHOCTb NPefnouTeHNI 1 3HAYEHUIA,
nnu 6onee BbipaXkeHHaA HeoNpeaeneHHOCTb: clabas pekomeHaauns
Havbonee BeposTHa. PeKkoMeHAALMA C BbICOKOI CTENeHbIo Heomn-
pefeneHHoCTH; BepoATHbI 60s1ee BbICOKas CTOVMOCTb SledeHUs 1 NoT-
pebneHne U3NNLWHNX PeCypPCoB.

MHozonpodusibHas komaHda cneyuanucmos no Ao6pPoKayecmaeHHbIM
HOB8006PA308AHUAM NeyeHuU

KomaHpaa gomkHa BKoUaTb Bpayeli C oOnbIToM NleYeHns JobpoKayecT-
BEHHbIX HOBOOOPa30BaHUIA NeYeH — renaTosora, X1pypra, cneuva-
NM3MPYIOLLErocs Ha renatobunnapHoi cucteme, ANarHOCTUYECKOro

1 VIHTEPBEHLIMOHHOTO paanosora u natomopdosnora. Kaxabli unex
3TOW KOMaH/bl JOSKEH NPOTI COOTBETCTBYIOLLYIO MOArOTOBKY, UMETb
Heobxof1Mble 3HaHUA 1 OMbIT fleyeHUA A06POKaYeCTBEHHbIX HOBO-
obpa3oBaHuii neyeHn. KomaHaa OMKHa He ToNIbKo 0b6naaaThb HaBbl-
Kamul, HeO6XOAVMbIMU ANA HafeXallero BeAeHVA STUX NaLneHToB,
HO 1 yMeTb CPaBAATbCA C PefKUMY, HO U3BECTHBIMU OCIIOKHEHNUAMM,
BO3HVKAIOLMMI NPV NMPOBEEHNMN ANarHOCTUYECKUX U TepanesTy-
YeCKMx BMeLLaTeNnbCTB.

ITH MeToNYEeCKHe PEKOMEH/JALUU COZlepaT KpaTKoe U3-
JIOKeHHe 3MUJEeMHOJIOTMYEeCKUX JaHHbIX, OMMCAHKME IaTOJIOTHH,
naToU3UOJIOTUH U TeYeHUs 3a60JIeBaHUs, PaJJUOJIOTHIECKHE
0COGEHHOCTH U JMaTHOCTUYECKHE KPUTEPHH, a TaKXKe PEKOMeH-
Jlalli¥ OTHOCUTEJILHO BeJleHUs MallieHTOoB M0 KaX/10My M3 Jac-
TO BCTPEYALUXCs J06pOKayeCTBeHHbIX HOBOO6PAa30BaHHU M.

lFeMaHruombl ne4YeHU
Inudemuonozus

[eMaHrHOMBI Te4eHU — HauboJiee YacTo BCTpeyaroluecs mnep-
BUYHbIE ONYX0JIM NeyeHU. [eMaHTHOMBbl Bo3HUKAKOT y 0,4-20 %
HaceJIeHHs Y, KaK NMPaBUJIO, BBIABJAIOTCS CIy4allHO B Ipolec-
ce 06c1e/J0OBaHUA 110 TOBOAY HecrelupriecKrux abLoMHUHab-
HBIX 2Kas106 [3-5]. C moMo1IbI0 Pa3IMuHbIX METO/0B IUarHOCTH-
KU 06Hapy>KUBAIOTCS1 0KOJI0 5 % reMaHruoM [6], HO pU ayTo-
TIICHU TaKOM JMarHos craBuTcs 6osee 4eM B 20 % ciyyaes [4, 7].
[eMaHrHOMBI MOTYT BCTpe4yaTbCs B JIIO60M BO3pacTe, HO ya-
Ile UX JUarHoCTUpyIoT y keHIUH 30-50 sieT. CorslacHo AaH-

HBIM JINTEPATYPbI, COOTHOLIEHHE KEHI[UH U MY»KYHH C reMaH-
rioMaMH pa3/iMyaeTcsi, caMblid HU3KUH NokasaTesb 1,2:1, 60-
Jiee BbICOKMH - 6:1 [7]. [eMaHrHOMBI TeYeHH dalle BCETO
npe/iCTaBJeHbl COJUTAPHBIMU 06pa30BaHUAMU HeGOJIBIIOTO
pa3mepa (<4 cM), Ho MoryT gocturath u 20 cM B HaMeTpe.
Y 60JIBIIMHCTBA NALlMEHTOB JJaXKe IPH TaKUX pa3Mepax CUMII-
TOMaTHKa MOXET OTCyTCTBOBAThH [4, 7.

Hamogbusuozzozwz, mevyeHue 3(160./18661Hu.ﬂ, namosiozcus

[eMaHIMOMBI TeYeHU OTHOCATCS K TpyIINe HeaNUTeTualbHbIX
onyxosied. O4eHb YacTO UX OGHAPYKUBAIOT NMPU XHUpPypruye-
CKOM pe3eKIMH, NPOBeJJeHHOH N0 ApyroMy nosoAy. [emaHruo-
MbI pa3MepoM 10 cM uin 60Jsiee ONMUCHIBAIOTCS KaK «TUTaHTC-
KHe reMaHT'MOMbI» U MOTYT MPOSIBJIATHCS ONpeie/IeHHON CUMII-
TOMATHKOH: 60JIb10, TPU3HAKAMH CHH/POMa BOCIaJIUTENIbHON
peakLuy, a TakxKe Koaryjaonatued (cuapoM Kazabaxa-Mep-
puta, CKM). [laToreHes reMaHruoM U3BECTEH I1JI0X0, BO3MOX-
HO, 9Ta MaTOJIOTUs SBJISETCS BPOXK/eHHbIM, TOPMOHAJIBHO 3a-
BUCHMBIM 3a6osieBaHueM |8, 9]. [log CKM noHumMaroT pasind-
Hble COCYAMCTbIE MOPaKeHHUs, acCOLMUpYoLIecs ¢ TpoMbo-
LUTOIEHUEH, KoaryonaTruel notpebaeHus U nypnypoil. CKM
MOXET OCJOXHUTb JIIOOYI0 FeMaHTHOMY, KaK 3TO ONMCAaHO
B KJIaCCHYEeCKOM BapHaHTe, HO 3MU/IeMHUOJIOTUYeCKHe JJaHHbIe
MO3BOJISIIOT NPeANnoJiokuTh, yTo CKM 4ale Bcero BcTpeyaeT-
csl B COUETAHUU C KPYIIHbIMU reMaHruomMamu (>5 cm) [10, 11].
B yacTHOCTH, ¢ CHHAPOMOM MOTYT ObITh CBSI3aHBI iBA OCHOB-
HBIX BH/Ia IeMaHTHOM: KamnouMpopMHasg reMaHIHO3HJOTe-
JIMOMa Y Ny4YKoBas Kanuw/isipHas aHruoma [11]. CKM cBsizan
€ 3aXBaTOM TPOMOOLMTOB, aKTUBaLlMel U MOTpe6IeHreM B Na-
TOJIOTUYECKUX COCYAUCTBIX CTPYKTypax. B ocHOBe naToreHesa
JIeXKaT OTHOILEHHUS MeX/Ay TPOMOOLUTAMH U SHA0TeTMaIbHbI-
MU KJeTKaMU. Cpefiu COCYIUCTBIX TOPa>KeHUI BO3MOXHO Ha-
pylleHMe 3HJ0TeJHaNTbHOTO €105, YTO IPUBOAUT K Or0JIEHUIO
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PucyHok 1. Tunu4yHas reManruoma B cpaBHeHnH ¢ ®HI Ha MPT u Y3H ¢ koHTpacTupoBaHueM. (A 1 B) HoBoo6pasoBaHue (Ha reMaHTHOMY yKasblBaeT GeJiast
CTpeJiKa) pe3K0 r’MNepUHTEHCHBHO Ha T2-1306pakeHUsX M TMIIOMHTeHCHBHO Ha T1-n3o06paxenusx. (C-E) Ha koHTpacTHO-ycHI€eHHBIX M306paskeHUSIX HOBOOGPa3o-
BaHHe M0Ka3aHo C nepudpepruiecKUMHU U NPepbIBUCTHIMU YCUIEHHUSIMH, C II0JIHBIM HAaMOJIHEHHEM B OTCPOYeHHY0 ¢pa3y koHTpacTrpoBaHus. (F-H) Takoe xe ycu-
JIeHHe olpejiesisieTcsl Ha KOHTpacTHOM Y3U. CiiefiyeT 06paTUTh BHUMaHKe: reMaHIMoMa 1o cpaBHeHUI0 ¢ PHI He co/iepXKUT LieHTPaIbHOTO 3JIeMeHTa.

Cy63H/I0TeIMAIbHOTO KOJlJIareHa M TKaHeBbIX GaKTOPOB U 3a-
KaHYMBAeTCs arperanyveil TpoM6GOIUTOB U aKTUBALMeHd Koa-
ryJsiLlMOHHOrO Kackaza [10, 11].

MaKpOoCKONH4eCcKoe UCCIeJ0BaHHE TEMaHTMOM JIEMOHCTPH-
pyeT XOopolLlo OTTpaHU4YeHHble, IJIOCKHe Oo4Yaru KpacHOBaTo-
CUHErOo I[BeTa, KOTOPble MOTYT YaCTUYHO CBOPAYMBAThCA Ha
ceKuu. Pa3Mepbl BapbUPYIOTCA OT <3 CM (KaNMWJJIApPHBIE Ie-
MaHTMOMBI) /10 G6osiee 10 cM (KaBepHO3HbIE UJIM IMTAaHTCKHE
reMaHruoMbl). HepoBHbIe Kpasi U HaJIMYUE MHOXECTBEHHBIX
reMaHI'MOM — COCYAMCTBIX 00pa30BaHUM B MapeHXMMe NeYeHH,
HpPUJIETAIOIIUX K TPOXOAALIMM PS/IOM COCY/aM, YKa3bIBalOT HA
KaBepHO3HYI0 reMaHruomy [12]. Hasuuune onpezieJieHHbIX KOM-
MOHeHTOB $UOPO3a, KAJbLIMHATOB U TPOMOOB XapaKTepHU3YeT,
KaK MPaBWJIO, KPyIHble HOBOOGPa30BaHUsl. MUKPOCKOIMYECKH
reMaHrMOMbI COCTOSAT U3 KaBEPHO3HBIX COCYAMCTBIX MOJIOCTEH,
BBICTJIAHHBIX MJIOCKMM 3H/0TEJUEM, KOTOPBIM pa3rpaHUYeH
$UOPO3HBIMU NEPErOpPOIKAMU Pa3INYHON HIKUPUHBL. He6oub-
e reMaHTHOMBI MOTYT IIOJTHOCTBIO 3aMelaThcst pUOPO3HOM
TKaHbIO ¢ 06pa30BaHHUEM CKJIEPO3UPOBAHHOM reMaHTOMBI Tle-
YeHU - coJIMTapHOro ¢pubpo3Horo ysua. OHa MOXKET ObITh CIy-
YaifHO NPUHSATA 3a 3JI0KaYeCTBEeHHY0 GUOPO3HYI0 OMyx0Jib [13].

Busyaauzayusi u duazHocmuka

CorylacHO y/lbTPa3BYKOBOMY HCC/Ie[0BaHHUIO, KJACCUYECKUM
NpOsIBJIEeHNEM I'eMaHTHMOM SIBJISIeTCS OJHOPOAHAs T'MIep3xo-
reHHasl Macca JUaMeTpoM MeHee 3 CM, C aKyCTUYeCKHUM YCH-
JIeHHWEeM M YeTKUMH KpasMH. MccieJoBaHUS ¢ KOHTPaCTHUPO-
BanueM (Y3U c kontpactupoBanuem, KT niau MPT) (puc. 1)
He06X0/JMMBbI, KOT/a 1o AaHHbIM Y3U oTMevaeTcs aTUNUYHAs
kapTuHa. OHM NOKa3bIBaIOT Nepudpepudeckoe U chepuyeckoe
yCUJIeHHe 00'b€MHOT0 HOBOOOPA30BaHHs C MOCeAYIOLUM
IIeHTPaJIbHbIM YCUJIEHHEM B OTCpoYeHHyI0 ¢asy [14]. MPT sB-
JIsleTCsl OCHOBHBIM MeTO/I0M BU3yaJM3aliy reMaHTHoM Ieye-
HU U TaK>Ke IOKa3bIBaeT TUMMYHbIE HAX0AKH Ha TPEKOHTPACT-
HOM H306pakeHUH (TUIIOMHTEHCHBHBbIE Ha T1-B3BeIIeHHBIX
M300paKeHUAX U TMIEPUHTEHCUBHbIE Ha TshKesblX T2-B3Be-
HIeHHbIX HU306paxkeHusx) [15-17]. Ha auddysHo-B3BeLIeH-
Hblx MPT-cHuMKax, rae b-¢akTop oTpakaeT cuiy U BpeMs
MeXAy IpafeHTaMHU, UCI0/Ib3yeMbIMH JJIsI TeHepanun Aud-
¢$y3HO-B3BelIEHHbIX U300PaXKEHUH, CUI'Ha/l OT reMaHTHOMBbI
NOCTYyNaeT C NOBbIIIeHHeM b-pakTopa. ITO yKa3bIBaeT Ha BbICO-
KU BHelHUH ko3dpdunueHTt audpdysun (apparent diffusion
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co-efficient, ADC). 'eMaHTHOMBI, 0COGEHHO C MOBBIIIEHHBIM
KpPOBOCHA0XeHHEM, MOTYT I10Ka3blBaTh HETUNHWYHbIe MP-cum-
TOMBI IIPU HUCII0JIb30BAHUU I'a/[OKCETOBOM KMCIOTHI (KOHTPACT-
HBI Npenapar npu renato6uanapHoit MPT) ¢ oTHocuTeIbHO
HU3KOM MHTEHCUBHOCTbIO CUTHAJIA 110 OTHOLIEHHUIO K OKpY»Kalo-
el HeM3MeHeHHOH apeHXHMe [IeYeHH BO BpeMsl paBHOBeC-
HOH ¢asbl (3-MUHYTHAs 33Ziep:KKa). ITa MCeBJOMN0J0CTb MO-
JKET HallOMUHATh T'MIepPBaCKyJsspHble 06pa30BaHUsA MeYeHH.
Ha T2-B3BelleHHbIX U306pa’KeHUAX e MaHTHOMBI JIMarHOCTH-
PYIOT 110 THIEPUHTEHCUBHOMY CUTHAJIy M YeTKOH BHU3yasn3a-
MU B JOMMHAaHTHOU apTepuasibHOl daze [18].

Cpeid aTUNHUYECKUX TeMaHTHMOM HauboJjiee 4acTo oOHa-
PY’KMBAIOT OBICTPO HAKAIJIMBAIOL[ME TeMAaHTHOMBI U TUTAHT-
CKHe reMaHruoMbl. O6a THIIa reMaHTHOM JIETKO BbIABJISAIOTCS
¢ nomoubio MPT [19-21]. /luarHoCTUPYIOT GBICTPO HaKaIJIU-
Balollle reMaHTMOMbI IPU CUJIBHOM T'MIIEPUHTEHCUBHOM T2-
B3BEIIEHHOM M300pa)KeHUH, KOHTPACTHOe YCUJIeHHE CI0CO6-
CTBYeT BU3ya/IM3alM1 apTepUaAJIbHBIX CTPYKTYP, NOCTOSTHHOE
KOHTPACTHOE yCUJIEHHE COXPaHSEeTCs B OTCPOYEHHYI0 ¢azy
uccaeloBaHusl. [UraHTCKUe reMaHTHOMbl UMEIOT HEOJHOPO/I-
HYI0 CTPYKTYpY B LIeHTpe, 06yCJOBJIEHHYI0 TPOMOO30M HJIH
¢u6po3om. OcTpbIi TPOMOO3 AUATHOCTUPYIOT NPU MOHHKEH-
HOW IJIOTHOCTH IeMaHTrHoMbl Ha ycuiaeHHoH KT u rumnepuH-
TeHCUBHOCTU Ha T1-B3BemeHHoM MPT. Ha nepudepuu kpyn-
HBbIX TeMaHTHOM, KaK NPaBUJIO, BBISBJIAIOTCA KJACCHYECKHe
NpU3HAKK (CUJIbHAsA THIIEPUHTEHCUBHOCTb Ha T2-u306paxe-
HUHU U IPYU IVI06YJIIPHOM YCUIeHHUH). Ipyrue aTUIUYHbIE FeMaH-
rMOMbl BCTpPEYAlIOTCsl OYeHb PeJKO U BKJIIOYAIOT MeJJIEHHO
HaKalJIMBalllMe, KaJbLMHUPOBAaHHbIE WM I'MAJMHU3UPOBAH-
Hble reMaHIMOMBbI (TaKk Ha3blBaeMble CKJIepO3MpOBaHHbIE Te-
MaHTHOMbl). MUHOTIa reMaHIMOMBI NIPEe/CTaBIeHbl KUCTO3HbI-
MU 06pa30BaHUSIMU B BH/I€ TIOJIUIIA HA HOKKe, UMEIOT YPOBEHD
YKUAKOCTb—XUAKOCTb UJIM CBSI3AHBI C peTpaKLueld KarCysbl.
B 3THX O4eHb peJIKUX CUTYalUsX METO/bl BU3yaIU3aL1H, B TOM
yucie MPT, menee HagexHbl. MPT o6JiafaeT HauGoOJIbIIEH
YYBCTBUTEJBHOCTBIO U CNENUPUIHOCTBIO AJIS JUATHOCTUKU
reMaHruoM nedeHu - 6osiee 90 % [16]. YcuneHHoe KoHTpa-
CTUPOBaHHE NIeYEHOYHBIX FeMaHTMOM C MCII0JIb30BAaHUEM ra-
JIOKCETOBOW KHUCJIOTBI, MP-KOHTpACTHOrO Npenapara, CMOXeT
CHU3UTb KOJUYECTBO JJUarHOCTHYECKHUX OIINGOK [22].

Korza i1arHo3 He yaaeTcsl yCTaHOBUTD C IOMOLLbIO BU3yaJlu-
3aL{M, MOXKHO HCII0/Ib30BaTh YPECKOXKHYIO0 GUoncHIo. [TyHKIMOH-
Has GUOIICHs He NPOTHUBONOKA3aHa U MO3BOJISET YCTAHOBUTH
JINarHo3 C 06Iel TOYHOCThIO 0K0JIO 96 % NpH YCI0BUH, YTO
NpPOCJOMKa HOPMAJIbHOM NeYyeHOYHOH NMapeHXHUMbl PacroJo-
YKeHa MeX /1y KalCyJIoi e4eHH U KpassMU reMaHTHoMbl [23].

BedeHue nayuenmos

[eMaHTrHOMbI OGBIYHO HEe UMEIOT KJIMHUYECKUX MPOSBIEHHH,
UX 0GHAPYXKUBAKOT CJy4ailiHO, U3MEHEHHUsI pa3Mepa 3TUX HOBO-
00pa30BaHUN BO3MOXXHO MPOCTEAUTH TOJbKO MPU AJIUTEJb-
HOM HabutozeHnu [24]. He BbIsIBJIEHO CBSI3M MeX/y pa3Mepa-
MU T€MaHT'MOM U 0CJI0KHEHHUSIMHU, CYIeCTBYET JIUIIb He6GOJIb-
1ast KOppesisiisi MeK/y CUMIITOMAaMK U XapaKTepUCTUKaMU
reMaHruoM. Y B ciy4ae 60JIbIIOTO HOBOOGPA30BaHUS, U B CIIy-
Yae OMyX0JIM C HE3HAYUTEJbHOU CHMITOMATHUKOM BOMPOC O XH-
pPYPruvecKoM JieYeHHH OCTAeTCsl AUCKyTabesabHbIM [25, 26].

PanzoMusrupoBaHHbBIe HCC/IeJOBAaHMSA, CBU/ETeNbCTBYIOLIME
0 JIy4llleM pe3yJbTaTe MOcJe pe3eKLHH Me4eHU 10 CpaBHe-
HHUIO C KOHCEepPBAaTUBHBIM BeJleHMeM TaKUX NalMeHTOB, OTCYT-
CTBYHOT [26]. [/ 60JIbIIMHCTBA MAallMEeHTOB KOHCEPBATHB-
HBIM TOAXOZA fIBJSETCA MpeJINOoYTUTEebHbIM. bepeMeHHOCTh
Y HCII0JIb30BaHMe OpaJibHbIX KOHTPALENTUBOB He MPOTHUBO-
MOKa3aHbl NMPU CTAGUJIbHOW OGECCUMITOMHOW reMaHTHOMe.
B eqMHUYHBIX MyOAUKaIMAX onrMcaHo pasButue CKM y Gepe-
MEHHBIX JKEHI[MH NPY reMaHTHoMax Nne4eHu pasMmepoM GoJiee
5cm [27].

CuMnTomMaTH4ecKre, UM TMTaHTCKYUe, TeMaHTMOMbl BCTpe-
YalOTCsl HEYacTo, ¥ MAllMeHTOB C TAaKUM IOpPaKeHUEeM Cye/lyeT
HANpPaBJIATD K CeLHaJIucTaM MHOronpoQuIbHON IPyIbI 10
Jl06pOKayeCTBEHHBIM HOBOOOPA30BaHUAM IeyeHU. Xupypru-
yecKoe JieyeHHe OKa3aHo JJOCTaTOYHO peko 28], 3a UCKIII0-
yeHueM caydaeB CKM [10, 11]. TpaHckaTeTepHYIO eYeHOYHYIO
3MOO/IM3ALMI0 MOXKHO PAacCMaTpPUBATh KaK CNOCO6 KOHTPO-
a1 CKM [10, 29, 30] napaBHe ¢ KOHCepBaTMBHOM Tepanuei
KOPTUKOCTEPOUZAMU WU BUHKpUCTUHOM [10, 11, 31]. Pegko
B C/lyyae OCJOXXHEHHBIX, TMMAHTCKUX WJIH OBGLIMPHBIX Heolle-
pabeJsIbHBIX ONyX0Jied MOXeT ObITb IO0Ka3aHa TPaHCIJIAHTa-
uud nedeHu [32, 33].

lemaHeuoma neyeHu

+ Y NauneHToB C HeN3MEHEeHHOW UM 3A0POBOI NEeYEHbIO rMnepaXo-
reHHoe HoBoObpa3oBaHWe, BepoATHee BCero, byaeT ABNATLCA re-
MaHrmomori. Mpv HOBOO6PA30BaHUV C TUMNYHBIMY PEHTTEHONO-
rMYecKUMMN Npu3Hakamu (roMOreHHO rMnepaXoreHHoE, C YeTKMU
KOHTYpamu, NO3AHVM YCUNEHNEM U OTCYTCTBEM CUMMTOMA HUM6A)
pasmepom MeHee 3 CM A1 NOCTaHOBKM AnarHo3a focratoyHo Y3n
(ypoBeHb floKa3aTenbHoCTH II-2, ypoBeHb pekomeHpaumii 1).

« Y OHKONOIMYeCKMX NaLMeHTOB UM NaLMEHTOB C NePBUYHbBIM 3a-
6oneBaHMeM neyeHn TpebyeTcsA NCCNEefOBaHME C KOHTPACTHBIM
ycunerunem: Y3 c koHTpactuposaHuem, KT unn MPT (ypoBeHb
AoKasatenbHocTu lI-2, ypoBeHb pekomeHpaumi 1).

+  [narHos, ycTaHOBNEHHbI C MOMOLLbIO METOAOB BU3yanu3aLum

C KOHTPaCTNPOBaHNEM, OCHOBaH Ha OMMUCAHMMN TUMUYHOTO COCY-
LMCTOrO PUCYHKA, XapaKTepr3yioLweroca neprpepuyecknm nnm
chepryeckum ycuneHmnem B aptepuranbHyto Gpasy c nocneayoLwmm
LIEHTPasIbHbIM YCUIEHNEM B OTCPOYeHHYIo pasy. MPT obecneun-
BaeT BO3MOXHOCTb OLIeHK AONONHUTENbHbIX NapaMeTpoB, TaK1X
KaK curHan ot HoBoobpasosaHuA Ha T1-, T2-B3BeLLeHHbIX U306pa-
XKeHnAX 1 Andpy3Hom n3obpakeHnrn (ypoBeHb fOKa3aTenbHOC-
T ll-2, ypoBeHb pekomeHaauun 1).

. B cBA3M C fO6POKaYeCTBEHHON NPUPOAOI 3a60MIeBaHNA MOBTOP-
Hble 06CnefoBaHNA MeTofaMu BU3yanv3aLmm ana noaTeepie-
HVA AnarHosa He Tpebytotcs (ypoBeHb AoKasaTenbHocTH I1-2,
ypoBeHb peKomeHgauuin 1).

+  bepemeHHOCTb 1 opasnbHble KOHTPALENTIBbI HE MPOTVBOMOKa3aHbl
(ypoBeHb fokasaTtenbHocTtu lll, ypoBeHb pekomeHpaauuii 2).

+  KoHcepBaTuBHOe fieyeHne npuemnemo B CTaHAAPTHbIX CITyYanx
6onesHu (ypoBeHb AoKasaTenbHocTH lI-2, ypoBeHb peKkomeH-
pauunm 1).

«  PocT HoBOOGpa30BaHMA UM CUMNTOMaTVKa, 06yCnoBeHHan CAaB-
NeHviem, Npu Hannummn cuHpapoma Kasabaxa-Mepputa, Tpebyiot
y4acTna MHOronpoduIbHON KOMaHfbl, CeLvanu3npytoLenca Ha
neyeHnn fo6poKayeCTBEHHbIX HOBOOOPa3oBaHUii NeyeHn (ypoBeHb
pokasatenbHocTy lll, ypoBeHb pekomeHpaauuii 1).
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PucyHok 2. TunuyHbii npumep PHI. (A) dxcnpeccus MIyTaMUHCUHTA3bl IPU UMMYHOOKpPALIMBaHUU co3/aeT 3¢ eKT «reorpadpuieckoit KapThl» B opa-
JKEHHBIX renaTolnuTax. [l03uTHBHBIE Te4eHOYHO-KJIETOYHbIE 30HbI 06BIYHO JIOKAJIM3YI0TCS BOKPYT NedyeHouHbIX BeH. (B u C) Ha MPT nopaxkenusd e/iBa BU/JHbI
Ha T2- u T1-u3o6paxenusix. (D u E) [Ipy KOHTPACTHOM yCHJIEHMHM HOBOOOPA30BaHHeE BbIMVIAJUT PE3KO UJIM TOMOTeHHO OKpallleHHbIM B apTepHasbHY0 Gpasy
U CTAaHOBUTCS U30MHTEHCHUBHBIM B NOPTa/IbHYI0 BeHO3HYy0 ¢asy. [Ipu UCro/1b30BaHUU 3KCTPAK/IETOYHOIO KOHTPACTHOTO areHTa LieHTPasbHbIH 3JleMeHT
omnpe/iesifieTcA KaKk F’MIepUHTEeHCUBHBIN Ha T2-U306pakeHUH M yCUJIMBAETCs B OTCPOYEHHYI0 pa3y KOHTPAaCTUPOBAHUS.

doka/ibHas HOAY/ISIPHAS rUNePN/Ia3ust
Snudemuonozus

®dokanbHas HoaynsipHas runepiasus (PHIY) - BTopas mo pac-
MPOCTPAHEHHOCTH /I06pOKayeCcTBEHHAs OIyX0JIb eyeHH. B ce-
pHUU CIyYalHBIX ayTOICHH cpefHss pacnpocTpaHeHHocTh PHT
cocrasisieT 0,4-3 %, oAHaKO YaCTOTa KJIMHUYECKH 3HAUUMBbIX
@OHTI cumxkaercsa go 0,03 % [34, 35]. B monyasanuu npeo6Jaja-
10T >KeHIIUHBI (10 90 %), cpeJHUN BO3pACT YCTAHOBJIEHUS AUar-
Ho3a - 35-50 seT. B 6osbmnHCTBe caydaeB PHI npezncrasieHa
OJJMHOYHBIM O04YaroM, Kak IpaBuJIO, pa3MepoM MeHee 5 CM, HO
BCTPEYAIOTCS O4Yaru U GoJibliero pasMepa. MHOXeCTBEHHas
@OHT BcTpevaercs B 20-30 % ciydaeB u B 20 % ciyyaeB ac-
COIIMMpPOBaHa C reMaHruoMaMHu nedeHu [36-38]. CBasp ®HT
c 'llA ormeuaeTcs pexe [39] (xoTs, Hao6opoT, PHTI yaie BcTpe-
YaeTcs y NalMeHTOB C JMarHOCTUPOBAHHOU ajieHOMOM). Cuu-
Taetcs1, yTo ®HI' mpepcraBiseT co6oil nposardepaTUBHBINA
KJIETOYHBIN OTBeT Ha aGeppaHTHYIO JUCTpoduio apTepun [40]
Y MOXKEeT ObITb CBsSI3aHA C JPYTHMHU COCTOSIHUAMH, XapaKTepH-
3YIOIMMUCS apTepUaJbHbIMU OBPEX/IEHUSAMH, TAKUMU KaK
HacJIeICTBEHHAs reMopparuyeckast TeJleaHrnakrasus [41] nam
paHee JieueHHble COJIMJHBIE ONyX0HU y feTel [42]. He ycTaHOB-
JIEHO BJIUSIHUSI OEPEMEHHOCTH U NpHeMa OpasibHbIX KOHTpa-
LEeNTUBOB HAa pa3BUTHe WM NporpeccupoBanHue OHI' [43-45].

Iamodgusuosozusi, meveHue 3a60/1e8aHUS, NAMO/02Us1

®HT sBaseTcs MOJMKIOHAJBHBIM IeNaTOoLe/UII0JIAPHBIM MPO-
ardepaTUBHBIM 3a60JIeBaHHEM U CUUTaeTCs FunepraacTuye-
CKOHM peakliMell Ha apTepHa/bHble MajibdopMaluu. ITa Teo-
pus ocHoBaHa Ha oTcyTcTBUU B OHI' comaTnyeckux MyTanuy,
ONMCAHHBIX B TyMOpPOTeHe3e OMyXO0JIeBbIX MOpaXKeHuH, U Je-
pery/nsaiuy HeCKOJIbKUX TeHOB, yYacTBYIOUINX B COCYAUCTOM
peMo/ieJINPOBAHUH, TAKUX KaK aHTHONO3TUHEI [46]. [To cpaB-
HEHUIO C APYTHMH HeOoIlJIACTUYEeCKUMHU 3a60JIeBaHUSAMHU pas-
Mep OHI' B nopaBsomeM GOJbIIMHCTBE CJly4aeB He MeHs-
eTcsl B TeueHHe J0Jroro BpeMeHu. [Ipy uccieJoBaHUH cepuu
caydaeB @HI' ycTaHOBJIEHO, YTO Y NOAABJSIOIIEr0 YUCIA Ha-
[[MEHTOB HOBOOOPA30BaHUE OCTAETCS CTA6UJIbHBIM, 6ECCHMII-
TOMHBIM, a OCJIOKHEHHSl PeruCTPUPOBANIM KpalHe peKo
[44, 47]. He yacTo BcTpeyaroleecst IOCTENEHHOE YBeJUUeH e
B pa3Mepax He J0JDKHO fIBJISAThCSA NPUYMHOM JJis 6ecrnokoii-
cTBa npu efuHUYHOM ouvare ®HI. ®HI, kak mpaBuso, npea-
CTaBJieHa OJAMHOYHBIM XOPOLIO O4YepYeHHBIM, HEeMHKaICyJIu-
POBaHHbBIM y3JIOM, C IleHTPaJbHbIM GUOGPO3HBIM py6IIOM, KO-
TOPBIH COAEPXKUT CKJIEPO3UPOBaHHbIE apTepHabHble COCY/bL.
I'ncronornyeckn ®HI' cocTouT u3 06pOKaYeCTBEHHBIX Te-
NaTOLXUTOB, GOPMHUPYIOLUIUX Y3/Ibl, YACTUYHO OrPaHUYEHHbIE
$GUO6pPO3HBIMU TNeperopofKaMy, pacHpOCTPAHSOIUMUCH OT
LeHTpaJbHOTO py6ua K nepudepun. B ¢pubpo3HbIX yyacTkax
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MOTyT HabJI0aThCs IPOTOKOBAsA NpoJudepanusa HeCKOJbKUX
CTeleHell U BOCNa/JUTesbHble KJeTKU. MMelTcs HeCKoJIbKO
atunuunbeix ¢opm OPHI. Cpesu HUX HauboJsiee pacmpocTpa-
HeHa ®HI 6e3 LeHTpasbHOrO pybILa; OYEeHb PEJKO BCTpeya-
I0TCSI HOBOOGpa3oBaHus pa3MepoM <3 cM, onrcaHa ®HI co
3HAUYUTeJIbHBIM CTeaTo3oM [48]. Mosieky/lsspHBIN aHa/IU3 IO-
3BOJIWJI BBISIBUTb NOBBILIEHHYI0 3KCIIPECCUI0 FeHOB BHEKJIe-
TOYHOTO MaTPHKCA, CBSI3aHHBIX C aKTHUBalel CUTHAJIbHOTO
nyTu TpaHcpopmupytomero gakropa pocra  (TGF-f), u ru-
nepakcnpeccuto Wnt/f-KaTeHUH TapreTHBIX T€HOB, BKJIIOYas
GLUL, xopupytouero rnytamuacuHTasy (I'C) [49]. Tak, akTu-
Balus 3-KaTeHUHa 6e3 [3-KaTeHUH-aKTUBUPYIOIUX MyTaLUK
NPUBOAUT K runepakcnpeccuu I'C (mposiBasieTcss TUIUYHBIM
PHUCYHKOM, HallOMMHAIOIIUM reorpadpuyecKyto KapTy) B epu-
depuueckux aumooysnax mo xoay cocyznon [50]. I'C axcnpec-
cupyeTcs B cnienuéudeckux odyarax ®HI' u cnenudpuyna s
aToro 3abosieBaHus (puc. 2A). UMMyHOTHCTOXHUMHUYECKOE OK-
pamnBaHye Ha I'C 06IIENPUHATO AJS NOCTAaHOBKHU JMarHos
B CJIOXKHBIX ca1y4dasx [51].

MuoxectBeHHble odaru ®HI' MoryT BcTpeuaThbcs B cIie-
UPUIECKUX KIMHUYECKUX CIydasix, 0COGEHHO y OOJIbHBIX
C CONYTCTBYIOIMMH COCYAUCTBIMU 3a60/I€BaHUSAMU MEYEHH:
cuHjpomoM baapa-Kuapu, o6auTepupyolieil nopTaabHON
BeHONMAaTHeHd U BPOXKJEHHBbIMU HapyLIEHUSIMH, B TOM YHCJIe
Hac/le/ICTBeHHbIMY TeMOPPAarn4ecKUMH TeJIeaHTHIKTa3UsAMH,
areHe3reil BOpOTHOU BeHBbI [52].

Busyasauzayus u duazHocmuka

[Tpu Busyanusauuu ®HT (puc. 2B-E) oueHb HaOMUHAET NaTo-
Jloruyeckoe HoBooGpa3oBaHue. Ha Y3U ®HI, kak npasuJo,
cJ1erKa TUIo- WM U303X0reHHA U 04eHb PeJIKO FMIlep3XoreH-
Ha. MHOI1a mopakeHHe onpe/iesisieTcs TOJIbKO 3a CYeT BU3ya-
JIM3al1U NICEB/LOKAIICYJIbI, YTO 00YCI0BJIEHO KOMIIpECCHEH OK-
pyalollMX NedyeHb TKaHed UM cocyfoB. Kak mpaBuio, npu
[IBETOBOM /IOMNIIJIEPOBCKOM KapTHPOBAHUHU IleHTpaJbHbIe ap-
TepuH UMEIOT BH/L KoJleca co cnunaMu. HesaBucrumo ot meTo-
Jia Busyanusanuu o6eiyHo OHI xapakTepusyercsa: 1) romo-
reHHbIM 06pa30BaHMEM, 33 HCKJ/IIOUYEHUEM LeHTPaJbHOTO
py6ua; 2) OTJMYMEeM OT NMPUJIEXKAIIUX YYaCTKOB MedYeHH Ha
MpPEeKOHTpPACTHLIX H300pakeHusx Y3U, KT u MPT [53, 54];
3) CUJIBHBIM M TOMOTeHHBIM OKpallMBaHHWEM B apTepHasib-
Hyto ¢a3y koHTpacTHbIX Y3U, KT u MPT c ueHTpa/ibHbIM
py6110M, KOTOPBIM HAIOMHUHAET OKPYKAIOIYI0 TKaHb IIeYeHU
B MOPTAJbHYIO WJIM OTCpOUeHHYIo ¢a3y [36, 55, 56]; 4) ueHT-
pasibHBIM py6110M, Han6oJiee 3aMeTHbIM Ha MPT (runouHTeH-
CUBHBIM Ha NPeKOHTPACTHbIX T1-B3BellleHHbIX U306paXkeHu-
AIX, THIEPUHTEHCUBHBIA Ha T2-B3BellleHHbIX U300paXKEHHUSX,
TMIIePUHTEHCUBHBIN B OTCPOYEHHYIO a3y C HCIOJIb30BAHU-
€M 3KCTPaKJIeTOYHbIX MP-KOHTPAaCTHBIX BelllecTB U3-3a HAKO-
IJIEHHUS] KOHTPACTHOTO BelllecTBa B GUOPO3HBIX TKaHAX [57, 58])
M 5) OTCYyTCTBHEM KalCyJsbl C YaCTBIMHU J0Jb4aTBIMU KOHTY-
pamu. [Juarno3 ®HI' ocHoBaH Ha olleHKe KOMOHHALMHU 3THX
4YepT, HO HU OJJHO U3 MCC/Ie[l0BaHUM He SIBJISIETCS MOJTHOCTbIO
cnenuduyHbiM s OHIL Ha guddysmonHom MPT OHI BeIr-
JIIIAT TUIEPUHTEHCUBHO C BBICOKUM b-K03$PUIUEHTOM, YTO
COOTBETCTBYeT yMepPeHHOMY orpaHuyenuio Audoysuu. Tem He
MeHee 3HaYeHHe BHellHero Koapouuuenta guddysuun s

@HI, xak mpaBuso, 6J1M3K0 K 3HAaYEHUAM [JIs1 3J0POBOH TKa-
HU IleyeHu [59].

MPT - HauGoJiee BbICOKOYYBCTBUTEIbHBIN METO/ /ISl Auar-
HocTuku OHT no cpaBHenuto ¢ Y31 u KT, c moutn 100 %-Hoit
cnenu$uIHOCThIO. TeM He MeHee [Jis HEGOJBIIMX 0YaroB
@OHT cneguduuHocTh cocTaBiseT MeHblie 70-80 %, ocobeH-
HO KOT/la LeHTPasIbHbIM py6el He mpocaexuBaetcs. [Ipu oT-
CYTCTBHH BCeX NIEPEYHCIeHHbIX 0cO6eHHOCTeH coueTanue KT
c koHTpacTupoBaHrueM U MPT gaioT camyto BBICOKYIO JUarHO-
cTrudecKyto TouHocTb [60]. KT c KoHTpacTHpOBaHUEM SIBJISIET-
cs1 6osiee TouHblM, yeM MPT, ana ®HT ¢ fuametrpom MeHee
3 cM, A KpynHbix oyaroB ®HI HaubGosiee TOUHYI0 KapTHHY
npexacrasasietr MPT [61, 62].

Jln1s1 onipeiesieHNsl TeNATOLe/IIOJIIPHOTO MPOUCXOXKJEHUS
O4YaroB MOPaXKEHUs] MOTYT HCIOJIb30BAaThCs TenaToGuIuap-
Hble MP-koHTpacTHble mpenapatel. bosbmuncrBo PHIT sB-
JISTIOTCS] U30- WJIM TUIIEPUHTEHCUBHBIMU B TeNaTO6HUINApHYIO
¢da3sy, HEKOTOpble UMEIOT KOJIbIIEBU/JHOE YCHUJIEHHE CHUTHaJIa
[63, 64]. C renaTo6unapHbIMU MP-KOHTpacTHBIMU Ipenapa-
TaMM YYBCTBUTEJBHOCTb AJs AuarHocTuku OHI moseicuiach
o 90 %. OcHOBBIBAasiCb HA WHTEHCUBHOCTH BH3yaJM3al[id
0YaroB B renaToOMJIMApHON ¢ase, YyBCTBUTEILHOCTD U CIIELHU-
¢duuHoCTh Asa guddepenyuposku PHI ot T'IA ¢ Gd-BOPTA maun
rajiokcetToBou kucsaotoit npu MPT cocrtaBasieT oT 92-96,9 %
o 91-100 % cootBeTcTBeHHO [63, 65, 66]. HemaBHO mpoBe-
JIeHHBbIM MeTa-aHaJu3 MOJTBEPAUJ BBICOKYIO AUArHOCTHUYe-
CKYI0 TOYHOCTb remnaTtoOuanapHoit ¢asel ¢ ycunenuem MPT
raJiokceToBou kucaotou B guarHoctuke ®HI u 'lIA; TeM He
MeHee aBTOPbI 0CO60 OTMETHJIM MaJIOYUCIEeHHOCTh, HEOJJHO-
POJTHOCTD UCCJIEJOBAHUI U BBICOKMI PUCK CHCTEMATHYECKOH
owu6KHU [67].

Cpenu aTunuyHblx BapuantoB OHI Hanbosee yacTo BcTpe-
yaeTtcss ®HI co creatosom, HanomuHatomas '[A. Tako# Bup,
@HT yame Ha6J/I0aeTCs Y MALUEHTOB CO CTEATO30M IeUeHH.
Juarno3 OHT co cTeaT030M MOXKET GBbITb YCTAHOBJIEH METO-
JIOM C O4YeHb BBICOKOH cIelMPUYHOCTBIO, aHAJOTUYHO ApY-
UM TUIUYHBIM BapuanTaMm OHT [48]. K gpyrum aTUnuIHbEIM
BHU/IaM IaTOJIOTMH, BbISBJISIEMBbIM C IOMOIbI0O BBICOKOTHIIE-
PUHTEeHCUBHOTrO T2-B3BelIeHHOTO W306paXKeHHsl, OTHOCATCS
MCEB/OKAICYJbl, MMUTUPYIOLIME HWCTUHHYIO KaIlcyay, U IO0-
socTh. [Ipy Ha/MYUHM ATUNHYHBIX U300PKEHUH MAlUEHTy
MOKAa3aHo MMpoBe/ieHe GUOIICHU NeYeH!.

Bedenue nayueHmoe

JlaHHBIX B MOJIb3y WJIM MNPOTHUB MJIAHOBOTO XHPYPrUYeCcKOro
nedenus npu @HI [68] HegoCTaTOUHO, IPU OTCYTCTBUU CUMII-
TOMOB U C y4eTOM TOro $akTa, YTO OCJIOXKHEHHS pa3BHUBAIOT-
csl peJIKo, PeKOMeH/lyeTCsl KOHCePBAaTHBHOEe BeJileHHe TaKhX
60/1bHBIX. CylLlecTByeT He3HAYMTEeIbHAsA KOppeJsaLus Mexay
©OHT 1 cuMnToMaMy, cje/loBaTesIbHO, Jaxe B CIydae BblsIB-
JIEHUs] CUMIITOMOB B JIEYEHHUH PeJIKO eCTb HeOOXOAUMOCTb.
Jledenue (MeToLOM BbIGOpA ABJIAETCA Pe3EKIUA NIeYeHH) MO-
JKeT GbITh Ha3HAYE€HO B MCKJIIOUYHTEJBHO Pe/IKUX CIy4asax (Ha-
npuMep, o6pa3oBaHKe Ha HOXKKe, pacTyliee UK 3k30pUTHOE).
Hexupyprudeckre BapuaHThI JIeYeHHUsI JODKHBI ObITh peay-
CMOTPEHBI /Il TeX NallMeHTOB, KOMY XUPyprudecKrue MeTo bl
He NoAXoAAT [69-73].
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[Tpu 6eccumntomuoit OHI mocneayromye vccaenoBaHus
He Tpeb6ytoTcsa (puc. 3). HeT HUKaKuX NMOKa3aHUH AJs Ipe-
KpallleHHs IpreMa NPOTHB03a4aTOYHbIX CPE/ICTB, HEOOX0AU-
MOCTb B MOHUTOPHHTE BO BpeMsi 6epeMeHHOCTH OTCYTCTBYeT.
Ecium puarno3 ®HI' He mojTBepXAeH MeTOJaMH BHU3yaJlu-
3alMM WM y MalMeHTa UMEITCS CUMITOMBI 3a00/ieBaHuUsA
(6os1eBOY CUHAPOM WJIM CUMITOMBI KOMIIPECCUH), 6OJIBHOTO
HY>XHO HallPpaBUTb Ha KOHCYJIbTAIIUIO K FPYIIE CeliuaaucToB
0 06pOKaYeCTBEHHBIM HOBOOOPA30BAHUSAM IEUYEHH.

DokanbHas HoOyApHAs 2unepnIasus

. Y3W c koHTpactupoBaHuem, KT nnn MPT nomoraloT AnarHocTnpo-
BaTb ®HI c noutn 100%-HOM TOYHOCTbIO, KOrfa XapaKTepHble
0CO6eHHOCTN HOBOOOPa3oBaHWA BUAHbI B KOMMeKce (ypoBeHb
pAokasarenbHocty lI-2, ypoBeHb pekomeHpaauuii 1).

«  MPT umeeT camyto BbICOKYIO ANArHOCTUYECKYIO Pe3yNbTaTUBHOCTb.
Camas BblCOKas AnarHoCTMYeckas TOYHOCTb C MOMOLLbIO KOHTPACT-
Horo ¥3W gocturaetca npu OHI pasmepom meHee 3 cm (ypoBeHb
AokasartenbHocTy lI-2, ypoBeHb pekomeHpaauuii 1).

. Mpu TnuuHoi OHI HeT HEO6XOAMMOCTI B MOCEAYIOLMX NCCIIe-
[OBAHMAX NPW OTCYTCTBUM B aHaMHe3e NePBUYHOro COCYANCTOro
3aboneBaHuA neyeHn (ypoBeHb foKasaTenbHocTu lIl, ypoBeHb
peKkomeHAaauuia 2).

«  JleyeHue He peKkoMeHAOBaHO (ypoBeHb foKasaTenbHocTn II-3,
ypOBeHb peKoMeHAaunmn 2).

«  Ecnu HoBoOGpasoBaHve ABNAETCA HETUMNYHBIM UKW Y NaLmeHTa
BbIAB/IAOTCA XapaKTepHble CUMMTOMbI, TPebyeTcA KOHCyNnbTauna
MHOroNpPOQUAbHOI KOMaHAbI CNeLVanncToB no fobpokayect-
BEHHbIM HOBOOGPa30BaHVAM NeyeHn (ypoBeHb AoKa3aTeNb-
HocTum lll, ypoBeHb pekomeHpaumii 1).

lenaToue/utosspHas aszeHoMa
Snudemuosozus u amuosoaus

3aboJieBaeMOCTb U pacnpocTpaHeHHOCTb ['IIA TouHO He ycTa-
HOBJIeHBI, coobuiaetcs o Bctpeyaemoct oT 0,001 fo 0,004 %
[74, 75]. THA nab6awogaetcsa npuMmepHo B 10 pa3 pexe, yeM
@OHT [75, 76], n yauie [UarHOCTUPYETCS y )KEHIINH B BO3pacTe
35-40 J1eT; COOTHOILIEHHE KEHLIUHBI:MYKUYHUHbI COCTaBJISAET
npuMepHo 10:1. B HEKOTOPBIX UCCIEJOBAHUAX 06CYKAaeTcsl
MOTEeHLMa/IbHAA POJIb MOJIOBbIX TOPMOHOB B pasBuTuu ['LIA.
Y 3KeHIMH, AJMTEeNbHO NPUHHMMABLIMX OpajibHble KOHTpa-
LenTuBbl, 3a6oseBaemocthb 'lIA Bbime B 30-40 pas [9, 77].
CBA3b Mex/y NPUEeMOM Opa/ibHbIX KOHTPALENTHUBOB U yBe-
JInYeHHeM pucka Bo3HUKHOBeHMs ['lJA y xKeHIMH OblIa BIO-
CNeCTBUU TOJAKpeNJeHa JeMOHCTpalueld J10303aBUCUMOI0
addeKTa, TO eCTb ONMMCAHUEM PErpeccuy OMyXOJIH MOCJe OT-
MeHbI npemnaparta [78-80]. CiieiyeT OTMETUTh, UTO 3a60J1eBa-
emocTb I'lIA yBesmunBaiach y My»4uH [80], mpuHHUMarOIuX
aHabosiMyecKue MpenapaThbl B CBSI3U C 3aHATHUSIMHU CIOPTOM
[81, 82], u y 6oaubuiepoB mocjie MpUMeHeHHs1 aHabonyec-
KHUX aH/IpOTeHHbIX cTepou/ioB [83]. J/ledeHue anacTU4ecKou
aHeMuu [84]| Ui mapokKCU3MajJbHONW HOYHOU TeMOIJIOOUHY-
puu [85] aHAPOreHHBIMHU CTEPOUAAMH TAKXKE MOXKET 00yCJIO0-
BUTb pasBuTHe ['lIA. OnmucaHbl eUHUYHbIe KJIWHHUYECKHE
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Mopo3perue Ha OHI

|

MeTop nccnefoBaHus
C KOHTPACTMPOBaHNEM —
npegnoytutensHo MPT

[unarHos OHI [unarHos OHI
ycTaHoBNEH COMHUTENEH
<3cm
y3un
C KOHTpacTUpoOBaHNeM >3m
[wnarHos
He onpepeneH
Bruoncua
Bbinucka 6e3 HeobxoaMMoCTn MoaTtBepxaeHne
-
B nocnefyoLyx o6cneAoBaHNAX OHI

PucyHok 3. CxeMa BeJieHus nanueHToB ¢ ®HI. BapuaHTh! ucciej0BaHMiMA:
Y3H, ¥Y3HU c kouTpactupoBanueM, KT ¢ koHTpacTupoBanueM, MPT c KOHT-
pactupoBaHueM. [yis1 HOBooGpa3oBaHUi pasmepoM Gosiee 3 cM MPT o6uia-
JlaeT NpHUeMJIeMOH 4yBCTBUTENBbHOCThIO. CoueTaHue Pa3IMYHbIX METO/I0B
HccIeloBaHuUs aKTyaIbHO JJI1 HOBOO6pa3oBaHUI pasMepoM MeHee 3 CM,
MPU KOTOPBIX YYBCTBUTEJBHOCTb U JOCTOBEPHOCTH MOTYT GbITh HHXKE,
M03TOMY BTOPOW peKOMEH/I0BAaHHBIH MeTOJ, JJUarHoCTHKU - Y3U ¢ KOH-
TpacTupoBaHueM. Ecsin nocjie uccaeoBaHus IByMs METOJaMH OCTaIOTCS
COMHEHHUs], NalMeHTa HYXKHO HAllPaBUThb B CleLMaJM3UPOBAHHBINA LIEHTP
JUIS1 OCYIL[eCTBJIEHUS YPECKOKHON GMOTICHH MJIM pe3eKLMH OpraHa C Ljes1bio
6HOICHU.

cjlyyau Bo3HUKHOBeHHS ['llA y manyMeHTOB C NOBBIIIEHHBIM
YPOBHEM 3HJAOrE€HHO NPOAYIHUPYEMbIX aHJpPOTreHOB [86-88]
WM AucbasaHCOM I0JIOBBIX TOPMOHOB (HamnpuMep, C MOJIH-
KHCTO30M SIMYHUKOB, cuHapomoM KiaitHdenbrepa) [86, 88].
HenaBHee yBesmyeHue pacnpoctpaHeHHocTH ['lIA 3aMeTHO
ACCOLMUPYETCA € POCTOM PACIPOCTPAHEHHOCTH OXXHUPEHHUS
¥ MeTabosinyeckoro cuHzapoma [89-93|. BoJsiee pexakue co-
nyTcTByoue GoHOBbIe 3a60/1eBaHUs BKIIOYAIOT CeMeHHYI0
dopmy I'llA, cBsA3aHHYIO ¢ Ua6eTOM 3pesioro Bo3pacTa 3 Tuma
(MODY3), nepeHacsollieHue Xele30M IpH [3-TajacceMUH WU
reMmoxpomatose [94-97], cungpom OnbpaiiTa-MakKbiona [98],
a Takxke mukoreHo3ssl |, 11l u IV Tunos [99]. [Ipu riukoreHo-
3axX NOXU3HEHHbIM pUCK BOo3HUKHOBeHUs ['IA jgocTaToyHO
BbICOK. ONyX0JIM 4acTO MOSABJAKTCA BO BpeMs BTOPOTO WUJIH
TPeTbero AecATUJIETHUS >KU3HM, NMPUYeM IOYTH MOJIOBHHA
KJaccuUIUpPyeTcs: KaK BoclaluTe/bHble afieHOMBbI (I-T'1IA).
Hamu He o6HapyxeHo onucanus ['JA ¢ nHaKTUBalUen saep-
Horo ¢akTopa renarorutoB la (HNF-1a) (H-TLA). Knunuye-
CKHMe DYKOBOJCTBa PEKOMEHJYIOT NpOBeJleHHe eXerojHOro
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Y3U 6promHo nosioctu B iepBbie 0-10 JieT U Ba pa3a B rof

yepe3 10 JyieT mocsie yCTaHOBJIEHHUsI AMArHO3a. YMeHbIIEHUe
pa3mepa U/WIM KOJMYECTBA OYaroB MOXKET TaKxKe Hab6JIio-
JlaTbCsl TIPU COOGJIIOIEHUH ONTHMAaJbHOTO MeTaboJM4ecKoro
koHTpoJsIs [100-103].

Hamog‘}u3u0/102uﬂ, meyveHue 3(160/186(1Hl,lﬂ, namosoz2us

['[A BK/IIOYAIOT pa3/IMYHbIe TUIBI KJIOHAIbHBIX J06pOKAveCcT-
BEHHBIX HOBOOGPA30BaHUH, B TOM YHCJIe HECKOJIbKO MOJIEKY-
JISIPHBIX MOATPYIIL, YTO 00YCJIOBIUBAET criequuyeckue Mopdo-
JIoru4ecKue MPU3HAKU U CYLleCTBEHHbIM PUCK OCJI0XKHEHUH,
B OCHOBHOM KpOBOTe4YeHHH U Masurausanuu [104, 105]. LA,
KaK NpaBUJIO, NMPEJCTABISAIOT CO60M OJMHOYHbIE 06Gpa3oBa-
HUS, MHOI/Ia PAcloJIaraloTcsl Ha HOXKKE U MOTYT ObITh pasJiny-
HbIX pa3MepoB, OT HECKOJbKUX MUIUMeTpoB 0 30 cm. [Ipu
MaKpOCKOIUYEeCKOM 00CJIe/[OBAHUH OGBIYHO OGHAPYKMBAIOT
KpYIHble CybKancyasspHble cocyabl. Ha cpesax omyxosb Xopo-
1110 OYepyeHa, MHOI/la UHKAICYJIMPOBaHa, MSICUCTOTO BU/A OT
6esioro 1o kopuuHeBoro 1BeTa. [LJA MOXeT cofiep>KaThb rete-
pOTeHHbIe Y9aCTKHU HEKpo3a U/WjIu NPU3HAKU KPOBOTEYEHH .
I'ucronornyecku 'lIA npezacTaBiisieT co60i JO6pOKAaYECTBEH-
Hy10 npoJindepanuio renaToLUTOB, pacloIO)KEHHbIX B Meye-
HOYHBIX 6asikax. MajleHbKHe TOHKHE COCY/ibl OGBIYHO MPOHHU-
3BIBAIOT BCIO OMYXOJIb.

B oTimume oT Apyrux 0OpOKauyeCTBEHHBIX MOPaKeHUH
neyeHU ['llA CKJIOHHBI K KDOBOU3JIMSIHUSM U 3J10Ka4€CTBEH-
HOoM TpaHchopmanuu [106, 107]. [loyTn BO Bcex cayyasx
CIIOHTAHHOTO pa3phiBa WJIHM KPOBOU3JIMUSIHUS HOBOOGpa3oBa-
HUe ObLI0 6oJibllle WK paBHO 5 c¢M [108], XoTs 3K30UTHBIE
a/leHOMBI, JaXke MeHbLIEero pasMepa, 06ecrneduBaroT 60Jjee Bbl-
cokui puck [109]. O310Kka4ecTBIEHHUE CIy4aeTCs OTHOCUTEIb-
HO peJiKo, HO yalle oHO ObIBaeT npu ['l[A c akTHBHUpYyIOIEH
MmyTanued [3-katenuna [104, 110], B To Bpems kak 'lIA ¢ HNF-
la-MyTauuen noABeprarTcs 3J10KaueCTBEHHOU TpaHchopMa-
uuu peako [111, 112]. MosaekynsipHas kiaaccudukanus 'IA
noJpo6Hee u3i0KeHa HIKe. C MPAKTHYECKOW TOYKH 3peHUs
npupoza 'IA y >keHIIMH yalie o6poKayecTBeHHas1, B TO Bpe-
Ms kak ['JA y My>X4YdH 4allle MOABepPrarTcs 3/10Ka4eCTBEH-
HoH TpaHchopmanuu [113], 4To, no MeHblIel Mepe YaCTHYHO,
OTpaXkaeT Pa3/IMYMs B MOJIEKYJSPHBIX NMOATHUIIAX Y MY>KYUH
W KeHIUH [114].

Mounexyaspuas kaaccugpukayus I'lJA

Ha ocHOBe reHOMHOTr0 aHa/IM3a GbIJIM YETKO OINpeiesIeHbl TPH
OCHOBHBIX MOJIeKyIApHBIX noAgTuna 'IA, yeTBepThIN NOATHUI
ellle He OXapaKTepHU30BaH.

1. TenamoyennionspHas adeHoMa ¢ Mymupo8aHHbIM 10epHbLIM
¢dakmopom 1a (H-T'JA) cocmasasem okosao 30-40 % ecex
T'JA.

H-THA xapaktepusyet uHaktubanus HNF-la, daxrtopa
TPAaHCKPHUIIHNY, y4acTByoLlero B AuddepeHUPOBKe re-
NaTOLMTOB U KOHTpoJie MeTabosim3ma [104, 115]. BH-TTIA
myTauuu HNF-1a sBisitoTCS B GOJIBIIMHCTBE CJy4yaeB CO-
MaTHYeCKUMH, B TO BpeMs Kak repMUHOTeHHble MyTallun
HabJIIJIAI0TCS Y MAIMEeHTOB ¢ afieHoMaTto3oM U MODY3,
B 9THUX CJIy4asix BakeH ceMelHbIN aHaMHe3 [115-117]. Mop-

¢donorudeckn H-T'LIA xapakTepu3yloTcsl 3aMeTHBIM CTe-
arto3oMm [104]. Tem He MeHee cTeaTO03 MOXET ObITh BbIpa-
’KeH He3HauUTesJbHO NpU HekoTopbix H-I'IIA wau, Hao6o-
pOT, 3HAYUTEJbHO B Apyrux noarpynnax H-T'IA, oco6enHo
npu BocnasuTeNabHbIXx ¢popmax (I-T'LIA). OTinuuTenbHON
yepToil H-I'lIA aBAsIeTCA OTCYTCTBUE IKCNIPECCHU B rema-
TOLMTAX OIYX0JIEBbIX IeHOB, KOHTposaupyeMbix HNF-1q,
B YAaCTHOCTH, T€4€HOYHOTO IPOTENHA, CBA3BIBAIOILETO KUP-
Hble kucnoTsl (LFABP), koTopeIii, HA060pOT, GoJIbLIE IKC-
IpeccupyeTcsl B HEONyX0JIeBbIX renatonurax [104, 118].
BocnaaumeanvHule adeHomwl (I-I'1JA) cocmasasarom 40-55 %
scex I'l]A.

[-THA mpencTaBidoT cOG0M reTeporeHHYH HOArPYIIy
C OTHOCUTE/IbHO Pa3HOOGPAa3HbIMU My TallUsIMU IeHOB. Bce
ONMCaHHble MyTallMK NPUBOAAT K akTuBauuu JAK/STAT-
nytu [119]. eiictBuTensHo, myTauuu gpl30 (IL6ST), FRK,
STAT3, GNAS v JAK1 6bl1u uieHTUPUIMPOBAHbI B TPUMeEp-
HO 65,10, 5,5 u 2 % [-T'LIA cooTBeTcTBeHHO [98, 120-122].
[TouTH BCce 3TU MyTalUU SABJSAIOTCSA B3aUMOUCKJ/IIOYAOLIU-
mu. [-T'11A yaiie HabGJOAAIOTCS Y ALKMEHTOB C OXKUPEHHUEM
1/WIu MeTaboJIM4eCKUM CHHPOMOM, a TAKXKE C BBICOKMM
ypOBHEM noTpebsieHus ankoroJiss. CHHAPOM CUCTEMHOTO
BOCMaJIeHUs] MOXEeT Pa3BUTbCSI CHOBA MoOCJe yJaleHUus
OIyX0JIEBOI'O 0Yara, 0 YeM CBH/IeTeJbCTBYeT yBeJUYeHNe
ypoBHs C-peaktuBHOro 6esnka (CPB) chIBOpoTKH KpoBHU
U ypoBHs ¢ubpuHorena. Mopdosornyecku [-I'[A nepBo-
Haya/IbHO ONMCaHa Kak TeJleaHrusKTaThieckas popma OHI,
3aTeM KJaccUPUIMpOBaHA KaK TeJleaHTMIKTaTH4YecKas
['llA, xapakTepu3yloLasca CKOIJIEHUEM MaJlblX apTepui,
OKpY>KeHHBIX BHEKJIETOUHbIM MaTPUKCOM U BOCHAIUTEb-
HbIM UHQUIBTPATOM, CBSI3aHHBIM C 0O4araMy CUHYCOU/aJIb-
HOH jguiatanuu. [lo JaHHBIM UMMYHOTHCTOXMMHYECKOI0
aHaJIM3a, ONyX0JIeBble TeNaTOLUThl BbI3bIBAIOT BblJe/IeHHe
ceiBopoTouHoro amuiyonza A (CAA) u CPB u3 nuromnias-
MBI - JIByX 6€JIKOB OCTpOo¥ ¢a3bl BoclaJeHUs], UHAYLUPO-
BaHHbIX akTuBauueil STAT3. UMMyHHOe OKpall¥BaHue Ha
CPB xapakTepu3yeTcsi 60JIblIel YyBCTBUTENbHOCTHIO, HO
MeHblIeH CHeluPUUHOCTbIO, NOCKOJIbKY HEOIyXoJeBble
renaTOLMTHI B OKpY:Kalolllel, 3,0p0BOM TKaH!U MeYeHH MO-
I'yT GBITh NMOJIOXKUTEJBHO OKpalleHHbIMU. Kak paHee yxe
ynoMuHanoce, npu [-I'llA MoxeT npyCcyTCTBOBATh CTeATO3,
a Takke npusHaku B-I'llA, 06yc/i0BI€HHBIE JJOTIOJIHUTEb-
HbIMU MyTalUsIMHU [3-KaTeHHUHa.
pB-kamenun-mymuposannvie I'lIA (B-I'JA) cocmasasiom
10-20 % ecex I'lJA.

B-T'LIA o6pa3syroTcs MyTeM aKTHBALUU 3-KaTeHUHA B OIy-
xossiX. MyTtauuu reHa 3-kateHuHa (CTNNB1) nepBoHavaslb-
HO OBbLJIM JIOKAQJIM30BaHbl B TOPSIYUX TOUKaX B 3-M 3K30He,
HO B NOCJIe/IHee BpeMs 4Yallle Onpese/daTca B 7-M U 8-M
ak30Hax [104, 122, 123]. B To BpeMs Kak MyTaluu [3-kaTe-
HUHA UCKJIOYalT Hanuyue HNF-1a MyTanui, oHu MoryT
coveTaTbcsl ¢ JAK/STAT-aKTUBUPYIOIMMU MYTalUsMH, OII-
penensaomumu noxrpynny I-THA; u fo 50 % B-I'IA Tax-
e SBJIIOTCA BocnajauTeabHbiMu [119, 120, 122]. 3-TIA
yallle 06HaApPY>KMBAOTCS Y MY>KUMH U CBsI3aHbl C 60Jiee Bbl-
COKHM PHCKOM 3JI0Ka4yeCTBEHHOU TpaHcPOopMaluH B CTO-
poHy remarouesosapHoi kapuuaomsl (I'HK). Mopdouo-
rudeckd B-T'LIA xapaKTepu3yOTCS HaJU4YHeM KJIeTOYHOH
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aTHIINH, TICEB/I0XKENIe3UCTBIX CTPYKTYP U X0JIeCTa3oM. Y omy-
X0JIEBBIX F€NaTOLUTOB UMeeTCs CreupruiecKuid UMMYHO-
deHoTHNIMYECKUN TpOduUIb, BKAKOYAKIIUN JuddysHYIO,
KaK MpaBUJIO, CUIbHYI0, [C-O/I0OKUTENBHYIO CBA3b (MU-
LIeHb 3-KaTeHHWHa) HapsaAy C sIepHON 3Kcrpeccuel B-ka-
TeHHHa. X0TA 06a MapKepa 006J/1aJJal0T O4YeHb XopolleH
cneqUPUYHOCThI0 B OTHOLIEHUM MyTalUUH [(-KaTeHUHa,
HX YYBCTBUTEJBHOCTh HEJOCTATOYHA, OCOGEHHO /IS 3KC-
npeccruy B-KaTeHHHa B KayecTBe 6HoMapKepa, MOCKOJIbKY
JIMILb MaJsloe YUCJIO IZIeP MOTYT ObITh B-KaTeHUH-I0JI0XKH-
TesqbHbBIMU [104]. B nmocsienHee BpeMsi 9K30MHO€E CEKBe-
HUPOBaHUe ONpe/iesseT AONOJIHUTEeNbHbIe MyTalluH B-Ka-
TeHWHa B 7-M U 8-M ak3oHax npu ['l[A, koTopble paHee
OTHOCHJIMCb K HEKJIACCUQUIMPYEMOH HJIH K BOCTIAJIUTEb-
HOU nmoAarpynne [122]. 3TU MyTaluHU SIBJASIOTCS B3aUMOUC-
kaodaromumu ¢ HNF-1a u ¢ myTanueii f-kaTeHuHa B 3-M
ak3oHe. Mopdosorudecku sty Buabl ['L[A MoryT He Bbije-
JIATbCSA WU UMeTb 4epThl I-T'1JA, Korza oHM 06YCIOBJIEHbI
aktuBanueil JAK/STAT. OHU He acCOLUUPYIOTCS C MOBBI-
LIeHHBIM PHUCKOM 3/I0Ka4eCTBEHHOH TpaHcpopmanuu. UM-
MYHOTHCTOXMMHYECKH OIyXO0JIeBble reNaTOLUThI JeMOHCT-
puUpyoT caabylo, HenoJiHyto ['C-mO3UTHBHOCTBL 6€3 OKpa-
LIMBAHUA sa/ep B-KaTeHUHa.

4. Heknaaccuguyupyemvie I'lJA cocmasasirom 5-10 % ecex I'lJA.
Menbmas yactb ['[IA He 06s1ajal0T cieUPpUIECKUMH MOP-
$0oJI0rHYecKMMHU 0COGEHHOCTSMU U HE UMEIOT KaKOU-JIH-
60 13 ONHCAHHbIX paHee reHeTU4YeCKUX My Talui.

MonekynsapHas knaccupukanus ['1IA BHecsa 3aMeTHBIH
BKJIaZl B IOHUMaHHe OHKOTeHHBIX MyTel, y4aCcTBYOLIMX B OMy-
X0JIeBOM KaHlleporeHese nedeHu. B To Bpems kak pasmep ['lIA
(mpUHATOE KIMHUYECKH 3HAYUMBIM OTpaHHUYeHHe — 5 CM) Kop-
peJiupyeT C pUCKOM Pa3BUTHs OCJI0KHEHUI: KPOBOU3JIUAHUS
u passutHe T'lIK, HeKOTOpble MOJIEKYJIIPHBIE MOJTHUIIBI 00Y-
CJIOBJIMBAIOT PUCK Pa3BUTHUSA 3/I0Ka4eCTBEHHON TpaHcdopMa-
nuu B 'IK. Cpeau pasubix noarpynn B-I'HA geMoHCTpUpPYyOT
CaMbl¥ BBICOKMH PUCK MaJINTHU3ALMH, B TOM 4HCJIe C JBOK-
HBIM [3-KaTeHWH M BOCHAIUTENbHBIM peHoTUnoM. PeHOTHUIN
B-TLLA yaie BcTpeyaeTcsl y My»KUMH, 3TO MOXeT, 0 KpaiiHel
Mepe YaCTUYHO, 00'bSICHUTb BBICOKH I PHCK 3/10KaYeCTBEHHOU
TpaHcPOpMaLHH Y MY»XKCKOH YacTH HacesJeHHs. MeTo/bl MoJie-
KynsapHoro aHanusa 'lIA B HacTosiliee BpeMs HeJJOCTaTOYHO
YYBCTBUTEJIbHBI [JIs1 LIMPOKOro NpuMeHeHUs. TeM He MeHee
MoOJIeKyJIIPHble HCCJIeJJOBAaHUS CIOCOGCTBOBAIM OMpejesie-
HUIO aJTOPUTMa CTAaHJAPTHOM MaTOTHMCTOJOrHYEeCKOH OLeH-
ku 'llA, B HacToAIlee BpeMsl BKJIIOYalOIle UMMYHHOe OKpa-
muBaHue ¢ komOuHanuer antutesn (LFABP, I'C, B-kaTeHuH,
CAA/CPB), 6siarozapsi KOTOpPbIM B 60JIbIIMHCTBE cay4daeB ['LIA
yAQJI0Ch KJAcCUUITMPOBATH 110 MOATHUIIAM. B HacTosmui Mo-
MEHT HEU3BECTHO, O6'bSCHAETCS JIM PUCK KPOBOTEYEHUS WU
MaJIMTHU3ALMY, CBSI3aHHBIM C akTUBaLued (-KaTeHWHA NpU
I'lA, k1uHUYecKUMU $aKTOpaMM pHcKa (MoJ1, pa3Mep ouara,
CKOpPOCTb U3MEeHeHHs ). B cBsI3U ¢ 3TUM HET OCHOBAaHUU peKo-
MEeH/I0BAaTb TMCTONATOJIOTUYECKOe MCCIefj0BaHHe WA MoJle-
KyJsipHOe GpeHOTUIIMPOBaHNe B CTAaHAAPTHOH NpakTHKe. Bos-
MOXKHO, 3TO [T0JI0}KEHHe U3MEeHUTCA B JlaJIbHelIleM — [10 Mepe
HaKOIJIEHHS [I0Ka3aTeJbCTB U yIy4lIeHUs MeTOJ0JIOTUHU B OT-
HOILIEHWH PUCKA U YYBCTBUTENIbHOCTH.
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Bu3yaﬂu3auu2 u duazHocmuka

I'llA yacTo onpeAessiioT C IOMOIbI0 METO/[0B BU3yalU3al1H,
0CO6EHHOCTH U306paKeHUsT OTPAXKAIOT OIYXO0JIeBble MO THIIBL
B kauecTBe HauboJIee IPKOM MaTOTUCTOJOINIECKOH XapaKTe-
PUCTHUKU BBICTYNAIOT >KUPOBOM KOMIIOHEHT WUJIM TeJIeaHTHIK-
Ta3uU, MeTOJ, BU3yaIM3alLlUu 10JKEH 06/1a/JaTh YyBCTBUTEb-
HOCTBIO K innuziaM. Heo6xoquMo npeycMOTpeTb BO3MOXKHOCTh
IpUMeHEeHUs KOHTPACTHBIX NIpenapaToB [ OnpefeseHus -
JIaTUPOBAHHBIX COCYAUCTBIX NPOCTPaHCTB. Y3U ¢ KoHTpacTupo-
BaHueM, KT unu MPT crioco6Hbl 06HapyKUBaThb pacliUpeHHbIe
cocyaucTtele npoctpancTBa. Ha Y3U ¢ koHTpacTUpoBaHUEM
['lIA 06BIYHO BBIMVIIAUT B BHJle TOMOTEHHOTO KOHTPACTHOTO
ouyara B apTepuaJbHOH ¢ase, KaK MpPaBUJIO, C GBICTPBIM IOJI-
HbIM LIeHTPOCTPEMUTE/IbHBIM HaloJHEHHEM. B paHHIOI0 nop-
TaJIbHYI0 BEeHO3HYI a3y HOBOOGpa3oBaHHUE, KaK IPABUJIO,
CTAHOBUTCSI M303XOTE€HHBIM WJIY, PeXKe, 0CTAeTCs c1abo rumep-
axoreHHbIM. Y3U ¢ KOHTPACTUPOBAHKEM MOXKET IIOMOYb AUP-
depenunpoBats ['lIA ot ®HT 6/1arogapst OTCyTCTBHUIO B LIEHT-
pe I'llA pucyHKa B Bu/ie KoJieca CO CIHULIAMHU, HO He SIBJISIETCS
JIOCTaTOYHO TOYHBIM JJid onpeaeseHus nogruna A [124].
HNF-1a-myTtupoBanHble ['JA XxapakTepU3yOTCs 3aMeTHbIM
cTteaTo30M. OHU MPOSBJASIOTCS TOMOTEHHBIMU y4acTKaMU Ha
MPT u umeloT nmepeMeHHbIH cUrHaja Ha T2-M306parkeHUsIX:
06GBIYHO /1260 TUIepHHTEHCUBHBIE 6e3 Mo/jaBJeHNs CUTHaIA
OT »KUPOBOM TKaHU U U30- UJIU TUIIOMHTEHCUBHBIE C [T0/laBJle-
HUEeM CUTHaJia OT *KUPOBOW TKaHU Ha T2-B3BellleHHbIX U306pa-
eHUsx. [lopasuTeIbHON HaxoAKOM sABsieTcs quddy3HOe U ro-
MOT€eHHOe BblIIaJIeHHe CUTHajla B MecTaX XMMHUYeCKUX C/IBUTOB
Ha T1-B3BelIeHHbIX U306paxeHusx [125, 126]. Ha Hux, Kak mnpa-
BUJIO, BUJJHA YMEPEHHasl TUIIePBACKYISPU3aLUs U YACTO MyCTO-
ThI B IOPTAJbHON /MM OTCPOYEHHOH dase C HCM0Ib30BaHUEM
BHeKJIeTOYHbIX MPT-KOHTpacTHBIX areHToB. [Ipy BbICOKOM 3Ha-
yeHUH b-dakTopa Juddysun guddysrnoHHo-B3BemeHHOH MPT
HOBOOGPAa30BaHUsl TaKXKe U30- WM YMEPEHHO TMIepUHTEHCHB-
Hbl. 3a cyeT AN PY3HOTO ¥ TOMOTEHHOTO BbINIaZIeHUS CUTHA/IA
C yMeHblIeHHEeM apTedaKTa XMMHYecKoro ciBura Ha T1-B3Be-
IIeHHBIX U306 paXKeHUsIX YYBCTBUTeNbHOCTL MPT KosiebieTcs
oT 87 10 91 %, a cnenuduvHoOCTb cocTasisieT oT 89 no 100 %
Juis auarHoctuku HNF-1a-mytupoBanno# A [125, 126]. /[e
KOHTPOJIbHbIE CEPUHU BKJIIOYAIH TObKO 50 1 44 cayyas ['LIA.
BocnanutenbHble A xapakTepusytoTcs, o faHHbIM MPT,
HaJIMYUEM TesleaHTUIKTa3ui. OHU JAOT CHUJIbHBIA THIEPUH-
TEHCHUBHBIA CUTHaJ Ha T2-B3BeleHHBbIX M306paKeHUX (Ta-
KOH ’Ke CHJIbHBIH, KaK CUTHaJ OT CeJie3eHKH), MOT'YT OBbITh
nudPy3HBIMU UM BU3YaJM3UPOBAThCS B KayeCTBe KOJblie-
BUJHOT'0 060/Ka (KOJiblia C MOoJIocaMU 1o nepudepun HOBO-
o6pasoBanus) [111, 125, 126]. Ha T1-B3BelLIeHHBIX H300paxKe-
HUAX MHTEHCUBHOCTb CHMTHAJa OT HOBOOGpa30BaHHUsI BapbH-
pyeTcs OT U30- K TMIIepPUHTEHCUBHOMY. [MIIepUHTEHCHBHOCTb
COXpaHsieTcsl IPU MOJaBJIeHUH )Kupa U B poTtuBodaszy. HoBooo-
pa3oBaHHe 3aMeTHO I'MIePBACKYISPU30BAHO U AaeT CTOMKOe
OKpalIMBaHKe B OTCPOUEHHYI0 $a3y C UCIOIb30BaHHEM IKCTpa-
KJ1eTO4YHbIX MP-KOHTpacTHbIX areHTOB. OCHOBBIBAsACh Ha JIBYX
BECOMbIX JI0Ka3aTe/bCTBaX, MOJIyYEHHbIX C IOMOLIbI0 METOL0B
BU3yaJu3aluy (CUJIbHBIN rUnepcurHas Ha T2-B3BelleHHOM
MPT ¥ WMHTEHCHBHOE OKpallUBaHHE B OTCPOYEHHOU ¢ase),
MOXKHO YTBEPX/AATh, UTO YyBCTBUTEJbHOCTL MPT KoJe6ieTcs
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Ta6smmpa 2. OcHOBHbIe XxapakTepucTHKH 'IIA Ha 0CHOBe MOJIEKY/ISIPHBIX IOATUIIOB

Cneundryeckme xapakTepucT1Kkm

leHeTnueckne MNaTonoroaHatomnyeckas NmmyHoructoxnumma KNVHNYecKune MPT

anbTepauumn [narHocTnKa

HNF1-a-myTaumm PacnpocTpaHeHHblit LFABP -ve ApeHomatos, MODY3 InddysHoe 1 romoreHHoe Bbinage-

(30-40%) cTeato3 Hve curHana B npotusodasy T1

BocnanutenbHble BocnanutenbHasn LFABP +ve OxunpeHune CUNbHBI FTMNEPUHTEHCUBHBIN CUTHanN

Gp130 (65 %), nHbUNbTPaLma CAA (£CPB) +ve MoTpebneHue ankoronsa Ha T2-1306paxeHNAX 1N NOCTOAHHOE

GNAS (5 %), STAT3 KoHrnomepatbl cocyaos ycuneHme B oTcpoyeHHol dase npm

(5%), FRK (10%), CuHycomnpanbHoe MICMOJMb30BaHNN BHEKIETOUYHbIX KOH-

JAKT (2%) pacwmpeHmne TPacTHbIX MpenapaToB

MyTayun B-kaTeHnHa*, KnetouHasa atunus LFABP +ve My>KunHbl Het cneunduruecknx metonos agnar-

9K30H 3 MNceBpornaHaynapHble I'C +ve (anddy3sHbIi) MpuvHMMalowWwme fONONHN-  HOCTMKM. YacTan reTeporeHHOCTb

(5-10%) HOBOOGPa3oBaHUA ApepHbI B-KaTeHVH +ve TeNIbHO aHAPOreHbI Ha T1- 1 T2-n3o6paxeHunax. CurHan
Xonectas PacTywmi puck He BbiMafaeT B npoTeodasy T1

MyTauun B-KaTeHuHa,
5K30Hbl 7-8
(5-10%)

Heknaccuduuympo-
BaHHbIN BUA
(5-10%)

HeT cneunduruecknx
XapaKTepucTuK Bocnanv-
TenbHOro peHoTmna

I'C +ve (cnabbin

1N HEOHOPOAHbIN)
AnepHbli B-KaTeHVH —ve
LFABP +ve

CAA/CPB -ve
nepHbIi B-KaTeHWH —ve

BO3HUKHOBeHMA MUK

HeT cneundmruecknx xapakTepucTnk

HeT cneundurueckmnx xapaktepuctnk

*509% A c myTauueii B-KaTeHMHa Tak»Ke [IEMOHCTPYPYIOT BOCNANMTENbHbIA GeHOoTMM.
**Mpy npuMeHeHUN renatocneyndruHbix MP-KOHTPACTHbIX CPEACTB 1 renatobunapHbiX npenapaTtosB 60abWUHCTBO TLA BbIFAAAT rMNOUHTEHCMBHBIMU. TTpK
3TOM HEKOTOpble ABMAIOTCA U30- UIIN TUNEPUHTEHCMBHBIMU B 3Ty pasy 1 B bonblueli CTeNeHV OTHOCATCA K BocnanutenbHbiM MLUA. Vicnonb3oBaHne KOHTPAcTHOroO

npenapata Gd-BOPTA no3Bsonsert onpeaenuts HOBOOOPa3oBaHME B OTCPOUEHHYIO 1 renatobunvapHyio dasb.
CPB - C-peakTuBHbIii 6enok; LFABP — neueHOUHbIN NPOTenH, CBA3bIBaOLLMI XKUPHble KNcnoTbl; FC — rnyTamuHcnHTasa; CAA — CbIBOPOTOUHbBIN amunong A.

oT 85 10 88 % U cieniupUYHOCTb HAXOAUTCS B JUATNIA30HE OT
88 5o 100 % pau1s1 fuarHocTUKW BocnanuTeabHou ['I[A ¢ BHe-
KJIETOYHBIMU KOHTPACTUPYIOIWKUMU areHTamu [125, 126]. Boc-
nanutesabHble 'L[A nHOTAA MOTYT cofiepKaThb »KUP, HO MOJaB-
JIeHWe WHTEHCHUBHOCTH CHUTHa/lIa NPU XUMHUYECKOM CJIBUTe
T1-B3BeleHHOro U306 paxeHUs reTeporeHHo U ymepeHHo. He-
JlaBHUe HCCJIe/JOBAaHMSA MOKa3a/y, YTO MOYTH MOJIOBHHA BOC-
naauTeabHbIX ['|A ABIAIOTCA U30- UM THIIEPUHTEHCUBHBIMU
B renato6unnapHoid MPT-dase c ucnosbzoBanuem Gd-BOPTA
WJIK TaZIOKCETOBOM KUCJIOTHI, Kak 1 ®HI' [112, 127-129]. Uc-
cnesoBaHue Ba-Ssalamah et al. mokasaso 4yBCTBUTEBHOCTD
U cnegquPpUYHOCTh K BocnaauTesbHoMy noaTtuny ['IIA 80,9
u 77,3% c UCcHoJib30BaHUEM TaJJOKCETOBOM KHCJIOTBI COOT-
BETCTBEHHO, YTO HHKe, YeM MPH UCTO0Jb30BAHUH BHEKJIETOY-
HbIX MP-KOHTpACTHBIX IpenapaToB.

/JlBa pyrux NoATUIIA UMEIOT MeHblllee KOJIMYeCTBO Xapak-
TePUCTUK IPU BU3yaIU3allUU U He MOTYT ObITb JUdPepeH -
poBansbl ot 'lIK. B-kaTeHnH-I'llA AMarHoCTUPYIOT, €CJIU HOBO-
o6pa3oBaHHUe MO 60JIblLIIeH YaCTH NPOSABISETCA reTePOTeHHON
TUIEePUHTEHCUBHOCTbIO Ha T2-B3BellleHHbIX M306paxKeHUsIX
Y TUIIOMHTEHCUBHOCTbIO Ha T1-B3BellleHHbIX U300paKeHUSIX,
C IIeHTPaJIbHBIM PyO1I0M, HO 6€3 IOTepy CUTHaJIa Ha CEPUU XU-
MHUYEeCKHX CABUroB. Ha CHUMKaX ¢ KOHTPACTHBIM yCUJIEHHEM
HOBOOGpa3oBaHUe OTpa)kaeTcsl B apTepua/bHyl0 a3y U Mo-
JKeT JiaKe MPOJeMOHCTPUPOBATh NOCTOSIHHBIN ypOBEeHb WJIU
CHU)KeHHEe HHTEeHCUBHOCTH CUTHAJIA B IOPTa/IbHYI0 BEHO3HYIO
¢dazy [129]. B uccinenoBanun Ba-Ssalamah et al. nsateh U3 mectu
-kateHuH-T'lIA ynepuBa/u rafloKCETOBYIO0 KUC/IOTY B remnaTo-
6unnapHyto ¢pasy. 3aTeM yjep>KUBaHNe IraJJoKCeTOBOH KHUCJIO0-
ThI HabJIIJa/10Ch B BocnanuTe bHbIX ['LIA u -kaTeHuH-T'TIA
1 ObLJIO CBSI3aHO C HEZLOCTOBEPHOM MJIM MOBBILIANOLLeCs aKC-
npeccuei 6uMapHbix TpaHcnoptepos OATP1B1/B3 [129].

Yro KacaeTcst APYTUX renaToLe/IIOSIPHBIX OIYyX0JeH, To
Heksaccuuuupyembple I'lIA UMeOT cUIbHOE apTepUaIbHOE
OKpalllMBaHHe U He 0TO6PaXKalTCA B OTCPOYEHHYI0 $pasy npH
KOHTPAacTUPOBaHUU rafiojvHueM. [lo cUX Nop HeT crenudu-
YeCKHUX MeTO/I0B BU3yaslU3alluu HekaaccubuuupyeMbix IA.
[Tof06HO APYTUM MOATHUIIAM, TeMOPPAaruiecKre KOMIIOHEHThI
Takke usydarwrces [107, 121].

[Tockoabky usyyeHue MPT-nogTUIIOB fIBJSIeTCS MepClleK-
TUBHBIM U PETYJISPHO MPOBOJUTCS B HEKOTOPBIX CIeljuau-
3MPOBAHHBIX [[EHTPAX, OyAyIINe HCCIe0BaHUS TIOMOTYT OI-
peJie/IUTh U OLeHHUTh KJIMHUYECKYIO 10J1b3y HauboJiee MUPOKO
pacnpocTpaHeHHbIX renaTo6uInapHblx MP-KOHTpacTHBIX npe-
[apaToB.

KiroueBble oco6eHHocTH ['l[A Ha OCHOBe UX MOJIEKYJISAP-
HOTO NOATHIIA CYMMUPOBAHBI B TabJnle 2.

BedeHue nayuenmos

B cBa3u c TeMm, uto npu 'lIA ecTb BepoATHOCTb BOSHUKHOBe-
HUS KPOBOTEYEeHUs U 3JI0Ka4eCTBEHHOH TpaHcpopMaLuy, nocTa-
HOBKa /IMarHo3a, 6a3oBasi OLeHKa U COT/IacCOBaHUE MOCIeAyI0-
mero mraHa (06061eHbI Ha puc. 4) BCerzia oCyIlecTBISIOTCS
C NpUBJIeYeHHEM CIIELIMATNCTA 10 JO0OPOKAaYeCTBEHHBIM HOBO-
06pa3oBaHUsIM NeyeHU U3 MHoronpoduabHou rpynnel. Ha 6a-
30BOM JIMAarHOCTUYECKOM BU3yaIM3al[MOHHOM HCCJIeJOBAHUU
BaXXHO onpezennTb pasmep 'l[A, a Takxke 3k30pUTHYIO Xapak-
TEPUCTHUKY HOBOOOPA30BaHUs, €CJIM OHA NPUCYTCTBYET, C yye-
TOM pHUCKa IpU pa3Mepe ouyara 5 cM Ui 60Jiee U 3K30UTHOM
BbinsiyMBaHuu (108, 109]. BHe 3aBHCcHMOCTH OT pa3Mepa HOBO-
o6pasoBaHusA A1 Bcex My>K4MH ¢ ['lJA pekoMeHiyeTcs pe3ek-
LYl I KOHCepBaTHUBHOE JledeHHe B CBA3U CO 3HAUUTEbHBIM
PUCKOM MasIUrHU3aLUK HOBoo6pasoBaHus [113]. Y xkeHUIUMH
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€ pa3aMepoM HOBOOGPa30BaHUs MeHee 5 CM, 110 JaHHBIM UCXO[]-
HOT0 HccefoBaHUs, pasphIBbl [130] 1 3/10kayecTBEHHAs: TPaHC-
dbopmanus pesku. KeHIHAM peKOMeEHAYeTCsl U3MEHUTh 00pa3
»KU3HH, IPEKPATUTh NPHEM MepopasbHbIX POTHBO3a4YaTOYHbBIX
IpenapaToB ¥ KOHTPOJIMPOBATh Maccy TeJa.

s Bcex cyuecTByoumux BapuanToB ['IJA nosTopHoe MPT
C KOHTPACTUPOBAHUEM PEKOMEHAYETCS IPOBOAUTD Yepes Kax-
nble 6 mecsnes. [Ipu 'JA 6osiee 5 ¢cM WK yBeTMYrBaroLiencs
B pa3Mepax (yBesudeHue AnaMeTpa Ha 220 %, B COOTBETCTBUH
¢ kputepusmMu RECIST pgna conuJHBIX 3J10KaueCTBEHHbIX
onyxoJsei [131]) cnenyeT paccMaTpuBaTb BapHUaHT XUPYPrU-
YeCKOT0 WJIM KOHCEPBATUBHOIO JIeYeHHs] HE3aBUCHUMO OT MO-
JIEKYJIIPHOTO WJIM TUcToJornyeckoro nogruna 'lIA B cBA3u
C PUCKOM BO3HUKHOBEHUS KPOBOTEYEHMUS.

Bompoc o npoBeieHUH GUOMNCHUHU C LieJIbI0 UCKIYEeHUSs 3/10-
KayeCTBEHHOTO Npoliecca pellaeTcss MHOrompoduIbHON KOMaH-
JIO¥ CIIel[Ma/IMCTOB MO0 JJ0OPOKAYeCTBEHHBIM HOBOOGPAa30BaHUAM
nevyeHu. B ciyyae HaMuus NoAXoAAIMX TKaHeH AJ1 JUarHoc-
TUYECKUX LieJiel peKoOMeH/IyeTcsl KOHCcepBaTUBHOe JiedeHue ['1IA
¢ MyTanuel 3-kaTeHHHa He3aBUCHMO OT UX pa3Mepa. [lanuen-
ToB ¢ 'lA HNF-1la-nmoaTuna pasamepom <5 €M, WU BOCHAIH-
TesibHbIMU ['1IA WM OTpULATEILHBIMU 110 MYTALUK 3-KaTEeHU-
Ha MpU GUOINCHUH, MOXKHO TaKXKe JIEYUTh KOHCEpBATUBHO. JTU
HOBOOOPA30BaHUSA MOTYT YBEJUIUBATBCS CO BpeMEHeM, HECMOT-
psl Ha U3MeHeHue 06pasa xu3HU. [loceayrone KOHTPOJIbHbIE
06cel0BaHUs C LieJIbI0 YCTAHOBJIEHUSI MOJIeJIM POCTa U KOHT-
pOJisi MaJIMTHU3ALMH PEKOMEH/1yeTCsl IPOBOJAUTD KaXK/ble 6 Me-
cAueB. Ha JaHHBI MOMEHT »KeCTKHe BpeMeHHble PaMKH J1J1s1
NPU3HAHMA CTAaOUIN3aLUH 3a60J1eBaHNA He onpe/iesieHbl. [Ipu
HaJIMYMY 04YaroB, OCTAMOLIUXCS HeM3MeHeHHbIMU nocie 12 mMecs-
L[eB, JOCTAaTOYHO €XerojHoro o6cnenoBanust. Y3U sapasetcs
39KOHOMHYECKH IPHEeMJIEMbIM METOJOM UCCJIeI0BAaHUS U MOXKET
ObITH METO/JIOM BbI6GOpA NP KPYNHBIX HOBOOGpa3oBaHUsX. [l
OIyXoJied B COCTOSIHUU CTa6UJIM3alUU UM YMEHbIIAIIUXCS
B pa3Mepax B TeYyeHHe 5 JieT JOCTaTOYHO KOHTPOJbHOTO 06-
cnefoBaHus Kaxable 2 roxa [132]. HUcciefoBaHue MoJIeKy-
JIApHBIX ogTunoB 'A He CIUIIKOM MOMyJISIPHO B 06IIeN KIU-
HUYECKOH NpaKTHUKe, XOTs, BO3MOXHO, IPOBOAUTCS B onpeje-
JIEHHBIX CIlelIUaJU3UPOBAHHbBIX LEHTPAX, HAlpUMEP C LeJIbI0
yCTaHOBJIEHUs 6oJiee JIUTEeIbHbIX HHTEPBAJIOB MEX/y KOHT-
pPOJIBHBIMU 06cC/1eloBaHUSAMU. [lepes; BHeApeHUEM /IS IIHUPO-
KOT0 NIpUMeHeHUsI He06X0IUMO ITPOBECTH MPOCIEKTUBHYIO OLIEeH-
Ky noftunoB 'llA Ha ocCHOBe XapaKTepPHUCTUK U300paKeHU M.

B kavecTBe sieueHus epBOM JIMHUM PEKOMEHAYETCS pe3eK-
I[Usl IeYeH!, eCIM HOBooGpa3oBaHue 6oJiee 5 ¢M MM aKTHBHO
pacTeT, ¢ LieJIblo YiasleHUsl BCel OMYXO0JIM U UCKJIIOYEHUS BCeX
PHCKOB MaJIMTHU3ALUU. B KauecTBe aJibTepHATUBHOTO METO/1A
MOTYT IPUMEHATHCS HEXUPYPTUIeCcKre BapUaHThI JIedyeHus, Ta-
KHe KaK 9M6osM3anus s 60JbIIMX HOBOO6PAa30BaHUN WU
a6J1siLMs AJ1s1 MEHBILIHX, HO 3TO METO/bI BbIGOpa [JJisl MalKeH-
TOB, KOTOPbIM He OKa3aHO XUPypruyeckoe jeyenue. s MeHb-
IIMX Heolpe/ie/leHHbIX MOpaXKeHUH ab/sus 6e3 noATBepxKie-
HUSA AUarHosa He peKoMeHJyeTcd. B 3TUX ciydasx nokasaHa
6uoIcust HOBOOOGpa3oBaHUsl. Masible o4aru KpOBOU3JIUSIHUM
B ['lIA Ha6/II0JAIOTCS YAaCTO U He SIBJSIOTCS IOKa3aHUeEM JJ1s1 06s1-
3aTeJIbHOTO JieyeHus [89] (cepus cydaeB, YypOBeHb JJ0KA3aTeNb-
HoctH 4). [Ipy KIMHUYEeCKH 3HAUMMOM KPOBOU3J/IUSHUH TpeGyeT-
cd TiaTtenbHoe HabogeHue u KT ¢ koHTpacTHpoBaHueM. B ciy-
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Yyae KpyIHBIX KDOBOU3JIUAHHUH NT0Ka3aHO MepeMBaHue KOMIIO-
HEHTOB KPOBH U NepeBO/ [TALJUEHTA B LIEHTD, T/ie MOKET OBbITh
BbINIOJIHEHA 3M60JIM3al U COCYA0B /11 OCTAHOBKY aKTUBHOTO
KkpoBoTeueHus [133]. [locse cTabUIM3aLUN COCTOSIHUSA CIeyeT
NPOJOJIKUTD UCCIeJ0OBAHUA C L|e/IbI0 UCKIIYeHUsl MaJlUuTHH-
3alMM ¥ IPUHSTHUS MOCAeLYIOLUIUX COOTBETCTBYIOIIUX Mep.

['IA y 6epeMeHHBIX >KEHILUH TPeOYIT BHUMATEJbHOTO
Hab6JII0/1eHUs C TOCTOsIHHBIM Y 3M-KOHTpOoJIeM pa3Mepa OIyxo-
au (kaxzaele 6-12 Hepnens). [lpy HaTMYUKY TPU3HAKOB YBEJU-
4YeHUs pa3Mepa HOBOOGPA30BaHUSA, UTO CBA3AHO C IOBBIIIEH-
HBIM PHCKOM ero paspbiBa [134], Heo6X0AMMO NOAAEePKUBATH
CBSI3b C akyulepckod 6puragoi. [lpu Haanyuu I'IA <5 cm, Ko-
TOpbIe He SIBJISAIOTCS 3K30QUTHBIMH WM He YBEJUIUBAIOTCS,
HeT JIJaHHBIX 3a KecapeBO CeYyeHHe, BO3MOXXHO eCTeCTBEHHOe
pofopaspeuieHue. [Ipy pacTyux HOBOO6pa30BaHUAX MOKHO
NpUGEerHyTh K 3MOOJIM3AMU COCYlOB medeHU. Eciu Tpeby-
eTcst HeGoJIblIas pe3eKnysi HOBOOGPa30BaHUH, PACIOJIOXKEH-
HBIX Ha nepudepryecKUX ydyacTKax NedyeHH, 10 24 HeJesb
6epeMeHHOCTH NpPeANOoYTHUTENbHbIM METOAOM OCTAaeTCsl XH-
pyprudeckoe BMelllaTeJbCTBO; MOHU3UpYOlllee 00JyyeHHe
Y TpaHcapTepHuaJbHas 3M0O0/IM3alHs C UCII0Ib30BaHUEM BHY-
TPUBEHHBIX KOHTPACTHBIX CPEJICTB MOT'YT OKa3bIBaTh OTPULiA-
TeJIbHOe BJUsIHUe Ha I1of [135].

lenamouensonspHas adeHoma

. MPT npeBocxofuT BCe fipyrne MeTofbl Br3yanusauum — bnaroga-
pA onpefeneHnio MMNMAOB U COCYANCTbIX MPOCTPAHCTB BO3MOXHO
onpepenntb nogTunbl NLIA He meHee uem B 80 % cnyyaeB (ypoBeHb
AoKasaTtenbHocTm |I-2, ypoBeHb pekomeHpaumi 1).

. MonoxwuTenbHbIi pesynbtaT no onpegeneHuto HNF-1a-myTtupo-
BaBweii LA vnu BocnanutenbHoi LA gocturaetcs 6onee yem
€ 90 %-Hoi1 cneLnPpnUHOCTbI0. OfHAKO B NPOTVBOMONOXKHOCTb
3TOMY NAeHTUOULMPOBaTL B-KaTeHNH-aKTBMPOBaHHYio LA 1 ee
oTnMumnA oT Heknaccuduumpyemoii FLA n renatouenntonapHom
KapLMHOMbI HEBO3MOXKHO HY OfJHV M U3 CYLLECTBYIOLMX METOL0B
BM3yanun3auuy (ypoBeHb foKa3saTenbHocTy lI-2, ypoBeHb pe-
KomeHgauum 1).

+  PelleHusa no neyeHMIo NaLMeHTOB OCHOBBIBAIOTCA Ha reHAEePHbIX
pasnuuuaAx, pasmepe onyxosu v yposHe nporpeccuu (ypoBeHb
AoKa3aTtenbHocTw I, ypoBeHb pekomeHpauuim 2).

«  [puyctaHoBneHun gnarHosa NUA Heo6xoauMbl U3MeHeHVA obpa-
3a KM3HU: NpeKpaLleHne npruema opasnbHbIX KOHTPaLenTVBOB
1 CHUXeHMe Beca (ypoBeHb foKa3aTenbHocTu lI-2, ypoBeHb
pekomeHgauuia 1).

. YnaneHue LA pekomeHAyeTcA He3aBMCMMO OT pa3Mepa HOBOObpa-
30BaHWA Y My>UMH, BHE 3aBUCMMOCTY OT AJ0Ka3aHHOrO cTaTyca MyTa-
uuii B-KaTeHnHa (ypoBeHb foKa3aTenbHocTH II-3, ypoBeHb pe-
KoMeHAauwm 2).

« Y KEeHLWWH yepes 6 mecsALeB Nocsie n3MeHeHms obpasa Kn3Hu ocy-
LLLeCTBAAETCA pe3eKLMA 04aroB =5 CM 1 pacTyLiero ovara (ypo-
BeHb foKasaTenbHocTy lI-3, ypoBeHb pekomeHaauuii 2).

. KeHwWwumHam ¢ HoBOO6pa3oBaHNAMYM MeHee 5 cm vepes 1 rog npo-
BOJAT NOBTOPHOE 06cnefjoBaHe, Aanee HEOOXOAVMbI €XXerofHble
BU3yaNnun3aLMOoHHble NccneoBaHna (ypoBeHb foKasaTeNlbHOCTN
11l, ypoBeHb pekoMmeHpaunM 2).

. KpoBoToualuyto, remoguHamumyecku HectabunbHyio LA Heobxoau-
MO 3M60NM3NPOBaTh. OCTAaTOYHYIO ONYXOSib, BbISBNIEHHYHO C MO-
MOLLbIO METOZI0B BU3yanu3auuy, cnefyet yaanutb (ypoBeHb
pokasartenbHocTy lll, ypoBeHb pekomeHpauuii 2).
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BejeHue nanueHTOB C MHOYKECTBEHHbIMU nopaKeHuAMHU
nevyeHu

B peTpoCneKTUBHO COOGPAHHBIX XUPYPrUYECKUX Caydasx 60-
Jlee MOJIOBUHBI nauueHToB MMenu ['lIA B BuJie MHOroo4aro-
BbIX HOBOOOpA30BaHWHI. B OCHOBHOM 3TO 6BbLIM KEeHILHHBI,
B aHaMHe3e NpHHUMaBLIMEe NPOTUBO3a4aTO4YHble CPEJCTBa,
Y NAaLlUEHTKU C MeTaboJN4YeCKUM CHHAPOMOM, CpeJid MalueH-
TOB MY>KYMHBI BCTPeYaIMCh UCKJIIOYUTENbHO pefko [89, 91,
110, 136]. ¥ yactu nauueHToB ¢ ['llA 0GHapy>XeHbI OJJHO HUJIU
6oJiee HOBOOOPA30BaHUH, KOTOpPble OTHOCHJIMCh K pasJiny-
HbIM nojkJsaccaM, To ecTb A, ®HT unu remanruomsrl [90].
TepMUH «aileHOMAaTO3 NeYeHU», B IPOLLJIOM 03HAaYaBIIUHN MPU-
cytcTBHe 6osiee yeM 10 ouyaros I'lIA [89] (cepus ciay4daes, ypo-
BeHb JI0Ka3aTeJbHOCTH 4), Tenepb 3aMeHeH TEPMUHOM «MHO-
»)kecTBeHHas ['lIA» Kak mpu3HaHue TOro $GakTa, YTO TOYHbIN
nozacyeT ovaroB ['l[A ¢ noMo1bi0 METO/I0B BU3yaJIU3aL UK MO-
JKeT GBbITh CJI0XKHOU 3aJjauell. Y marueHToOB C OGIIMPHBIM pac-
npoctpaHeHueM ['JA 1 BoBJiedueHHEM 00eux Jj0Jiell MeYeHU
MUKPOCKOMUYECKHE aJIeHOMATO3Hble O4Yaru He BbISBISAIOTCS
C IOMOILBIO PA/IUOJIOTMYECKUX HCCIeJOBAaHUH U 0GHAPYKUBAIOT-
cs1 TosIbKO B 20 % pe3enipoOBaHHBIX YIACTKOB edeHH [89].

KimHu4eckue nposiBJleHUs, pUCK KPOBOTEYEHUS U 03J10-
KauecTBJIeHUs Y 60JIbHBIX ¢ MHOKeCTBeHHbIMU ['L|A He oT/IH-
YaIOTCs OT aHAJIOTUYHBIX I0Ka3aTeJ el MallueHTOB C COJIUTAp-
HbIMU o4aramu ['l[A, Befyuum dakTopoM sIBASETCS pa3Mep
04aros, a He WX Kosin4yecTBO [89, 110]. YMeHbLIEHHE 00bEMA
OMNYXO0JIM ONKUCAHO Y TPETH MallMeHTOB, U3MEHUBIIUX 00pa3
J)KU3HH, 2 UMEHHO, O0TKAa3aBIIUXCS OT MpHUeMa MepopaibHbIX
MPOTHBO3a4YaTOYHBIX CPEJCTB UM CHU3UBIIUX BEC, B TO Bpe-
M Kak nporpeccus I'llA cBazaHa c oxxupenueMm [110]. C yye-
TOM 3THX [JIBYX GAKTOB MPU BeJEHUU MALlUEHTOB C MHOXECT-
BeHHbIMH ['lJA peKoMeHyeTCcss OpUEHTUPOBATHCSA HA CaMbId
KPYIHbIA M3 UMEKIUXCS 04aroB.

Y mauueHTOB C NOpa)KeHUeM OJHOM 01 IeYeHHU CaefyeT
NpeAnoYecTb PE3EKIUI0 OpraHa. Y nauueHToB ¢ 60Jjiee pacnpo-
CTpaHEHHBIM NPOIECCOM METOAOM BbIGOpa ABJASETCS yjale-
HUe 60sbmiero u3 ovaroB [137]. IlockobKy 3a4acTyio mpu
MHOXecTBeHHOU 'l|A HeBO3MOXKHO YAAIUTDb BCe 04aru, 60Jib-
HbIM MOET ObITh [IPe/JI0XKEHA [lepeca/ika eyeHHy, HO OHa 10-
Ka3aHa TOJIbKO MalyeHTaM ¢ 6osiee yeM 10 oyaramMu u conmyT-
CTByIOIeH naTosioruei nedyenu [138].

PekomeHOayuU No 8e0eHU NAUUEHMO8 C MHOXEeCMB8eHHbIMU
HOB006PA308aHUAMU NeYeHU

. JleyeHrie NaLUNEHTOB C MHOXeCTBEHHbIMK oyaramu LA fomkHO
OCHOBbIBATbCA Ha pa3mepax camoro 60/bLIoro oyara (ypoBeHb
pokasartenbHocTy lll, ypoBeHb pekomeHaauuii 2).

+  Pe3seKuma neyeHn BO3MOXHa NPy NOPa)eHNM OmnyXosibio TONbKO Ofi-
HOW [OMW, MPU PacnpoCcTPaHEHHOM AVCCEMUHUPOBAHHOM BapyiaH-
Te l'L|A BO3MOXHO yfianeHune Hambonbluero oyara (ypoBeHb floKa-
3arenbHocTy lll, ypoBeHb pekomeHpauuii 2).

. MNepecagka neyeHn naymeHTam ¢ MHOXeCTBeHHbIMK ovaramu LA
He peKOMeHAYEeTCA, HO MOXeET ObITb MpeAnoXeHa 60/1bHbIM C CO-
nyTCTBYIOLMM 3a6oneBaHnemM neyeHy (ypoBeHb floKa3aTeslbHO-
ctu lll, ypoBeHb pekomeHpaumii 2).

Mopo3peHne Ha FLA

l

MPT c KOHTpacTpoBaHuem —
onpepeneHve pasmepa
(+/- nogTun)

KeHLWmHbI
(He3aBMCKMO
OT pa3mepa ouvara)

MyKunHbl
(He3aBuCKMO
OT pa3mepa ouvara)

PekomeHpa
Komenatian —> MNMosTopHoe MPT
no cMeHe
yepes 6 mecALeB
obpasa XKn3Hu
<5acm >5cm
o . |
CTabUNbHbIN MNK peay- VN 3HaYNTENIbHOE
LIVPOBaHHbI pa3mep yBeNMyeHne pasmepa
MPT uepes 1rog
CTabunbHbIN MK
penyuMpoBaHHbIN
pasmep
ExerofHoe Pesekuust
obcnefoBaHvie

PucyHok 4. PekoMeHyeMas cxeMa BeleHUs NAalMeHTOB PU NoAo3pe-
HuM Ha I'lIA. BazoBoe MPT-ucciefoBaHre HEO6XOUMO, UTOOBI TOATBEP-
AuThb auarHo3 'lIA u oxapakTepu3oBaTh ONyX0Jib. Y MY>XYUH yZAajeHHe
OIYXOJIH SIBJISIETCSI METO/I0M BbIGopa. XKeHIMHaM TpebyeTcs Hab/II0jeHHe
B Te4eHHe 6 MecsIleB NOC/Ie U3MeHEHUs 00pa3a XKU3HU. YjaJeHHe OIyXo-
JI1 HeO6XO0AMMO, eCJIM pa3Mep ONyX0JIM NMPEeBBIIAET 5 CM UJIH XKe ONyX0JIb
npozio/nKaeT pacTd. [Ipy MeHbLIMX NMOPAXKEHUSX NpHeMJIeMO KOHCepBa-
THUBHOE BeJleHHe NMalkeHTa C epuoiMiYeCKUMH KOHTPOJbHBIMU 06CIe/0-
BaHUSAMMU. B crenpann3npoBaHHbIX LieHTpax onpejenasdoT MPT-nogTumnsl,
GoJiee JJIMHHbIE HHTEPBAJIbl MEX/Y MCCIeJOBAaHUMU BO3MOXHBI AJ1s ['JA
¢ nHaktuBauueil HNF-1a. Buoncus siBisieTcss pesepBHbIM MeTOZOM JJIst
TeX c/y4yaeB, Korza AuarHo3 ['llA He yzaeTcs MOCTaBUTh C MOMOLIbIO Me-
TO/I0B BU3Ya/IbHOTO UCCJIeI0BAaHUS U JJ0JDKEH ObITh HCKJIIOYEH 3/10KavyecT-
BEHHBIN KOMIIOHEHT. *220 % auameTpa.

HO,L[yJIHpHaH pereHepaTuBHada runepn/jiadvda ne4yeHu

HopaynspHasi pereHepaTHBHas TUIEPIIa3usl eYEHH sIBJISIET-
Csl MPUYMHON HEIUPPOTUYECKOU MOPTaJbHOU TUIEPTEH3UH.
HecMoTps Ha TO 4TO 3TOT MPOLECC TUCTOJIOTHYECKH J0OPOKa-
YeCTBEHHbIH, er0 KJIMHUYEeCKOe TeYeHHe U JiedeHHe OTJIMYaloTCs
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OT Jpyrux A06pOKavYeCTBEHHBIX IPOIECCOB, paccMaTpHBae-
MbIX B JJaHHBIX KJWHUYECKUX pekoMeHJauusax. HoaynspHas
pereHepaTUBHasl TUIEPILIA3Usl, ee JUACHOCTUYECKHUE MpH-
3HAaKU U METOJbI JIeYeHUs] PAacCMOTPEHbBI B APYyrux paboTax
[139-143].
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