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XUPYPTMYECKOE IEMEHUE ®EOXPOMOLIUTOM
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[aHHaA 0630pHanA CTaTbA COAEPXKUT B KPATKOM U3JTOXKEHNN COBPEMEHHbIE NPeacTaBieHnsa 06 acnekTax npefonepauuoHHON
NOATOTOBKM, XMPYPIrMYeckoro neveHns n nocnegytowero HabnoaeHns 60nbHbIX C HAANOYEUYHUKOBBIMY HEOXPOMOLMTOMAMU.
MaBHOI COCTaBAAOLEN MeANKAMEHTO3HON NpefonepaLoHHO NOArOTOBKY ABNAETCA NpuMeHeHMe anbda-agpeHobokaTo-
poB. Heo6X0AMMOCTb VX Ha3HAUeHKsA BCEM NALEHTaM BCe Yalle OCMapuBaeTcs, 0COBEHHO ANA NauyeHToB 6e3 BblpaXKeHHOM
apTepuanbHO rMnepTeHsnn, 1 Bce 6obluee YMCIo NyGNnKauuin LeEMOHCTPUPYET NONOXKUTENbHbIE Pe3ynbTaTbl XUPYpruve-
CKOro NleueHus 6e3 NnpumeHeHus anbda-6110KaTopoB, BbICTYNas 3a UHAMBUAYANbHbIA NOAXOM W UX Ha3HAUEHVe TONbKO Npu
HanMuun onpeneneHHbIX MOKa3aHUi. B XMpypriuyeckom neveHun LWNPOKOe pacnpocTpaHeHne Noayuniv MasioviHBasBHble
SHAOCKOMMYECKME METOAbI aiPEHANIKTOMUIA: NaNapOCKOMUYECKUIA U PETPOMNEPUTOHEOCKOMUYECKIIA, B TOM YKCIIE C UCTIOSb30-
BaHMEM X OGHOMOPTOBbLIX MOANPMKaLMIA. KnioueBol B NPOLLIOM acneKT onepauum npu GpeoxpomoLnToMax — MakCUManbHO
paHHee nepeceyeHne LEHTPAIbHON BEHbI — C Pa3BUTUEM XUPYPIMYECKO TEXHUKIM U aHeCTE3MOMNOMNMYeCKoro nocobus nepe-
cTan 6bITb 06A3aTeNbHBIM NPABUIOM AJ1S1 YCMNELHOW aAPEHaNIKTOMUM. HeCMOTpA Ha 3HaUMMOe BIUAHWE NepeceyeHnsa AaHHO-
ro COCyfa Ha MHTPAoNepPaLMOHHYIO reMOAVHAMUKY, XMPYpPruyeckas TakTuka ¢ 6osee No3LHMUM ero nepeceyeHnemM UMeeT CBou
060CHOBaHMA U HE NPVBOAWT K YXYALWEHUIO Pe3yNbTaToB NneveHns. CTaHgapTHbIM 06beMOM OMNepaTUBHOIO BMeLIATeNbCTBa
npy GeoXpPoMOLIMTOMAX ABNAETCA afipeHaNsKTOMSA, OAHAKO NPV HANNUMKN HACSIEACTBEHHbBIX CUHAPOMOB, TaKMX Kak CHAPOM
MHOECTBEHHOIN SHAOKPUHHONW Heomnnasuy 2 Tuna, HenpodubpomaTos 1 Tmna, cuHAPOM GoH Mnnens-JInHgay, BO3MOXHO
npoBefeHne pe3eKUmMn HafNMoUEYHKOB BO U3beXKaHMe Pa3BUTUA XPOHNYECKO HaAMoYeYHNKOBOI HEAOCTaTOUHOCTY.

KJTKOYEBBIE CJIOBA: heoxpomouyumomad; anbga-aopeHobs10kamop; aopeHansKmomus,; UeHmMpasabHas 8eHa Ha0No4YeyHUKd; pe3eKyus Hao-
noveyHuka.

SURGICAL TREATMENT OF PHEOCHROMOCYTOMA
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This review article contains a summary of modern aspects of preoperative preparation, surgical treatment, and follow-up of
patients with adrenal pheochromocytomas. The main component of preoperative preparation is the use of alpha-blockers.
The need to prescribe them to all patients is increasingly disputed, especially for patients without severe hypertension. An in-
creasing number of publications demonstrate positive results of treatment without the use of alpha-blockers, advocating an in-
dividual approach and the use of the drug according to certain indications. Minimally invasive endoscopic techniques of adrenal-
ectomy have become widespread in surgical treatment. They are represented by laparoscopic and retroperitonescopic technic,
including using their single-port modifications. The earliest possible intersection of the central vein in the past was considered
the most important aspect of adrenalectomy for pheochromocytoma, currently, due to the development of surgical techniques
and anesthesiological manuals, this has ceased to be a mandatory rule of successful surgery. Despite the significant influence of
the intersection of this vessel on intraoperative hemodynamics, surgical tactics with its later intersection have their own justifi-
cations and do not lead to a deterioration in treatment results. The standard volume of surgical intervention for pheochromo-
cytomas is total adrenalectomy, however, in the presence of hereditary syndromes, such as multiple endocrine neoplasia type
2 syndrome, neurofibomatosis type 1, von Hippel-Lindau syndrome, it is possible to perform cortical-sparing adrenalectomy.

KEYWORDS: pheochromocytoma; alpha-blocker; adrenalectomy; adrenal central vein; cortical sparing adrenalectomy.

®eoxpomounTtoma/naparadrnnoma (OXL/TIN asnaetca
penKon HeMpPO3HAOKPUHHOW OMYXOJbio U3 XpoMadPUHHOM
TKaHK, CNOCOBHOM K rmnepnpogyKummn KatexonammHos. Oc-
HOBHbIM 3Tanom neuvenna OXU/TT asnaeTca ux xupypruye-
ckoe ypaneHue. Yactota passutna OXU/TI oTHocuTenbHO
HeBenMka — npumepHo 1 Ha 100 000 uenoBek B rog, cpe-
OV NAaLNEHTOB C apTePUANbHON TMNepPTEeH3NEN X pacnpo-
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CTpaHeHHoCTb cocTaBnseT 0,2-0,6% [1], uto obycnaBnmBaeT
Manyt MHOGOPMMPOBAHHOCTb Bpayell O MeTofax feyeHus
,D,aHHOI7I naTonornnm 3a npepenamMmm cneuynanmsnpoBaHHbIX
LeHTpoB. Huskasa pacnpoctpaHeHHocTb OXL/TIT 3aTpyaHAeT
BbIMOJIHEHNE KPYMHbIX mccne,qosan?l, B CBA3W C Yyem 60nb-
LUMHCTBO Ny6nuKaLui, NOCBSALEHHbIX 3TON NpobnemaTrike,
OCHOBAHO Ha MalblIX Bbl60pKaX KNMVUHNYeCKNX Ha6J'IIOAeHI/IIh,
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[aHHbIE MX, a TaKXKe MHEHUA aBTOpPoB pa3HATcs. OXL| asna-
€TCA YaCTHbIM C/TyYaem MaparaHrinoMbl HAAMOYeYHNKOBOM
nokanusaumn. OcHoBHbIM BugoM neveHuna OXL asnaetcs
afpeHanaKTomMmna ¢ onyxosnbto. [aHHaa 0630pHas cTaTbA
coaepXnT 06006LLEHNE COBPEMEHHDBIX AAaHHbIX, KacaloWwmnXcs
npegonepaurioHHON NOAFOTOBKY U XUPYPrMYecKoro fieve-
Hua OXL,.

NPEAONEPALMOHHAA NOATOTOBKA BOJIbHbIX C ®XL|

Xupyprunueckoe yganeHne OXL accounmnpoBaHo ¢ Taku-
MU MepuonepaLMioHHbIMA OCIIOXHEHUAMY, KaK pPa3BUTUE
rMNepTOHMYECKOTO Kpu3a, TaxvMapuTMuui 1 Heynpassse-
MoW remoguHamuku [1]. Ha nHTpa- 1 nocneonepaunoHHbIN
NPorHo3 BnuseT GpyHKLUOHANIbHOE COCTOAHME OPraHOB-MU-
WeHen, CTpagaLwWwmx OT KaTeX0NaMNUHOBOW MHTOKCUKaLUY,
npexge BCero 3To ceppLe, NoYKu, FofIOBHON MO3T, B CBA3U
C YeM ofHOW M3 3agay NpefonepauuoHHON NMOArOTOBKM
ABNAETCA yBenmnUueHne nx GpyHKLUMOHaNbHbIX pe3epBoB [2].
B KauecTtBe nMpegonepaunoOHHON MOArOTOBKM BCEM MNauu-
eHTam ¢ OXL/MNI pekomeHOOBAaHO NMpuMeHeHne al-agpe-
HOBMOKaTOPOB C LIefblo YNyULIEeHUsi UHTPaonepaLiOHHOIo
KOHTpoNA remoanHamukm [3, 4]. HecmoTtpsa Ha natodusu-
OJIOrNYeCcKyld OOOCHOBAHHOCTb M OXKUAAEMYIO KIMHUYe-
ckyto 3pdeKTUBHOCTb AaHHOW Tepanuu, y psga aBTOpOB
BbI3bIBAET COMHEHMA HEOOX0ANMOCTb ee NPUMEHEHUs AJis
Bcex 6onbHbix ¢ OXL [5-7]. CywecTByeT pag uccnepnosa-
HWUI, B KOTOPbIX OMUCaHbI Pe3ysbTaThl YCMELWHOro feyeHuns
60onbHbIXx ¢ OXL| 6e3 nmprmMeHeHUs npefonepaLMoOHHON
nogrotoBkn anboda-1 agpeHobnokatopamm [8-12]. B wnc-
cnepoBaHum Groeben H. u coasrt. (2017) KpynHow KoropTsl
nauneHtoB ¢ OXU/MI npn cpaBHEHWM MHTpPaonepaLyoH-
HOW FemMOAVMHAMUKM 1 NMOC/IEONePaLMOHHBIX OCIOKHEHUN
rpynnbi u3 110 NaLMeHTOB C NpeaBapuUTenbHoON anbda-6no-
Kagon n 166 60nbHbIX 6€3 Hee JOCTOBEPHbIX Pa3INYnnA
ycTaHoBneHo He 6bu10 [8]. Mpu 3Tom Castinetti F. u coasT.
OTMEUYalOT Hannuyne AOMOSHUTENbHBIX HEraTUBHbIX MO-
CneacTBUi NpefonepaurvioHHON Tepanuy a-agpeHobno-
KaTopamy, MOMUMO CTaHZAPTHbIX MO6OYHbIX 3ddeKTOoB,
B BUZE Pa3BUTMA NOCIEONEPALMOHHON TMMOTEH3UN U, KaK
cnepcTere, HeobxoanuMocTy bonee ANUTENbHONM Basonpec-
copHou Tepanun [13]. Tak, B HeJaBHEM KPYMHOM peTpo-
CNEKTUBHOM MHOFOLEHTPOBOM KOFOPTHOM MCCIefoBaHUM
Groeben H. n coast. (2020) 6bi10 MokasaHo Aaxe 6onee
BbICOKOE UNC/O0 crnelndrnyeckux OCIOMKHEHUN, CBA3aHHbIX
C HeCTabrnbHOM reMOANHAMIKOW, B rpynre nayueHToB, Nno-
nyyaBLUMX O-6JIOKaTOPbI, MO CPABHEHWIO C Fpynnon 6onb-
HbIX, HE MPOXOAMBLLUX AaHHOV NpefonepaLnoHHON NoAro-
TOBKM [1]. B cBA3M C 3TMM pAZOM aBTOPOB 6bUIO BbIABMHYTO
MPeArnonoXeHe O BO3MOXHOM PaHXUPOBAHMM GOSIbHbIX
Mo CTeneHW pucka C Uefblo onpefeneHnsa Heobxoammo-
CTn Tepanun anbda-agpeHobnokatopamu [8, 13, 14-16].
Castinetti F. n coaBT. (2022) npeanaratot CBou MeToabl oT60-
pa nauueHTOB, HY>KAAOLWNXCA B JAHHOW NOArOTOBKE, B KO-
TOPbIX WUIrPalT POoJib KIMHMYECKada KapTUHa, CTEMeHb Mo-
BbILLIEHNA YPOBHA MeTaHedpuHOB 1 apyrue daktopsl [13].
Tem He MeHee BBMAY OTCYTCTBUA KPYMHbIX PAHAOMU3NPO-
BaHHbIX CCIeOBaHU, NoATBEPKAAOLWMX 3GDEKTUBHOCTD
n 6e30MacHOCTb XMPYPrMYeckoro ypaneHus KaTexosna-
MUWH-NpoAyUMpYOLWMX onyxonen 6e3 npenBapuUTENnbHON
dbapmakonormyeckorn NoaroToBKM, CTaHAAPTHOM TaKTUKON,
3aKPEeneHHON B KIMHUYECKNX PeKOMeHOaumUaX, OCTaeTcs
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pyTUHHOE Ha3HayeHue al-agpeHo6No0KaToOpPOB BCEM MaLu-
eHTam ¢ OXL/TT [3, 4]. B npegonepaLiOHHON NOArOTOBKE
MOTYT TaKXXe WCMOosb30BaThCcA [3-agpeHobnokaTopbl Ans
KOHTPOJIA YacCTOTbl CEPAEUYHbIX COKPALLEHWI, OAHAKO BaX-
HO MOMHMUTb, YTO UX NCMONb30BaHNE BO3MOXKHO TOJTbKO MO-
cne npeaBapuTesibHOro NpUMeHeHns al-agpeHob6nokKaTo-
POB MO KpariHen mepe B TeueHue 3 cyT [4, 14, 17].

BbIBOP XUPYPTMYECKOIO AOCTYMNA
KHAANOYEYHUKY

BrnepBble MeToAMKa OTKPbITOW afpeHansaKToMum bbina
BbliNONHeHa B 1926 r. He3aBMCMMO ApYr OT Apyra wBeenuap-
Ckum xmpyprom Lesapem Py n amepukaHCKMM Xupyprom
Yapnsom Mewo [18]. HecMOTpA Ha TO YTO MPOLWIO NOYTH
100 neT co AHA NepBOro npoBefeHUs NogobHol onepa-
Lumn, MeToauKa NpPUMeEHAETCA O CUX NOpP, OAHAKO B HACTO-
Allee Bpems K Hell NpuberaT NULb Npu HEBO3MOXXHOCTH
BbINOJIHNTb OMNepPaLunio MaNoOUHBa3UBHbBIMU TEXHMKAMMU, YTO
06bIYHO CBAI3aHO C KPYMHbIMM Pa3Mepamu OMnyXonu, ClasH-
HOCTbIO C OKPY>KaloL MM/ OpraHamu, MHBasnel B cocegHue
opraHbl Y TKaHW WU UHbIMU NpuYrHamu. Hanbonbvm
pa3mepomM GeoxXpoMOLUTOMbI AJiA MCMOJSIb30BaHUA SHIO-
CKOMMYECKMX METOAMK Yallle BCero HasbiBanu 5-6 cm, ofHa-
KO Ha JaHHbI MOMEHT MMEETCA MHOXEeCTBO Mybnukauui,
noaTeepxaaoLmx 6e3onacHoCcTb 1 3GpPeKTUBHOCTb SHAO-
CKOMMYeCKMX METOAVK B yAaNneHnn onyxonei 1 6onbluero
pa3mepa [19-21]. OgHUM 13 3HauUMMbIX GpaKTOPOB ABNAETCA
JINYHBIN OMbIT XUPYpPra 1 onepaLnoHHo 6prragbl B LIEIOM.
PaHee cyuwecTBOBaBlee MHeHMe O Honblueli 6e3onacHo-
CTU OTKPbITbIX afpPeHaN3KTOMUIA nepes SHAOCKONUYECKN -
MU B NJ1aHe KOHTPONA UHTPaonepaunoHOn reMOANHAMUNKM
npu OXU/MI 6610 ONpPOBEPrHYTO PAAOM UCCNELOBaHUN
[22, 23]. MHOXecTBO ny6nMKaLuA MOCBALEHO CpaBHe-
HUIO 1BYX BaPUAHTOB SHAOCKOMMYECKUX afpPeHaNn3KTOMUIA:
NanapocKkonnyeckon ©n pPeTponepuTOHEOCKONUYECKON.
B page ny6nukayumii aBTopbl MPUXOAAT K BbIBOAY 06 OTCYT-
CTBMM 3HAUYMMbIX PA3NNYMIA B pe3yribTaTax JieueHus 60nb-
Hbix [24, 25]. Jpyrue otaatoT NnpeanoyTeHne peTponepuTo-
HeocKonunyeckom metoaunke, B Tom uncne npu OXL [26, 27].
B KpynHom coBpemeHHOM MeTaaHanu3e Gavriilidis P. et al.
(2020), Bkntoyatowem 775 naymeHTOB, OCHOBHbIMMK npe-
NUMYLLEeCTBaMN PETPONEePUTOHEOCKONMNYECKON METOAUKN
ABUSIOCb YMEHbLUEHNEe MHTPaonepaLMoOHHON KpOBOMoOTe-
pu, NOTPeOHOCTN B aHaNbreTnkax U NPoOgOHKUTENBHOCTU
rocnutanm3auumn [28]. Cpean HedoCTaTKOB peTponepu-
TOHEOCKOMNMYECKOro AOoCTyrna Mo OTHOLEHUI0 K nlanapo-
CKOMMYeCcKoMy crefyeT OTMETUTb OOMblUMIA PUCK MHTpa-
ornepaunoHHon runoteHsum [29] n 6onee ANUTENbHbIN
nepvop obyyeHus [9]. B cneumann3mpoBaHHbIX LiEeHTpax
SHAOKPVIHHON xunpyprum Tpebyetcs oT 24 fo 42 onepauui
ONA MOMHOro NPOXOXAEHMA BCEro Kypca XMpypruyecko-
ro obyuyenus [30]. PeTponeputoHeockonuueckuin meton
0COBEHHO LiEeHEH NMpY JIeYEeHUMN NaLVEHTOB C NpeaLwwecTBy-
IOLWMY OnepauusiMm Ha GPIOLWIHOM NMOIOCTU Y HaNMYMeM
B Hel CnaeyHoro npouecca, B CBA3U C YeM peKoMeHayeT-
CA BKJIIOYEHME JAHHOW TeXHUKN B apceHan 3HAOKPWHHO-
ro xupypra [31]. Kak ona petponepuTtoHeOCKONNYECKoro,
Tak M ANA NanapoCKOMMYeckoro AOCTYNOB CyLeCTBYIOT
TaKXe He CTOJMIb PacnpOCTPaAHEHHbIE, HO TEM He MeHee 3¢-
$EKTMBHO MprIMeHsieMble OfHOMOPTOBblE MoAandmKauuu,
KoTopble 0b6ecneunBaldT MeHblUWM OONEBOW CUHLPOM,
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NYYLWNN KOCMEeTUYECKNA 3G EKT 1 CHUXKAIOT AJINTENIbHOCTb
rocnutanusaynn [32-34]. [laHHble METOAVKN NPUMEHALOT-
CA B TEXHMYECKM 6oJiee NPOCTbIX Clyyasnx, MPU MeHbLUMX
pa3mepax onyxonel HajNnoYyeyHKOB 1 TPebyoT 60MbLINX
onepaTuBHbIX HaBbIKOB OT xmpypra [35].

WHTPAONMEPALMOHHAA TAKTUKA MO OTHOLUEHUNIO
K LEHTPAJIbHO BEHE HAANOYEYHUKA

MNepeceueHne uUeHTPaNbHOW BeHbl ABAAETCA OAHUM
M3 Ba)KHbIX 3TaroB BbIMOJHEHUA afpPeHaN3KTOMUn npu
HOBOOOPa30BaHMAX HAAMOYEYHMKOB, OfHAKO WMEHHO
npu XxpomMaPpPUHHBIX OMYXONAX OH CTAHOBMTCA KITOUEBBIM.
Mpn npekpaweHnn OoTToOKa KPOBU MO LEHTPanbHON BeHe
HagnoyeuHnka npu OXL npomncxoamt peskoe CHUXKeHune
NOCTYMNJIEHNA KaTEXONTAMUHOB M3 OMYXOJIN B CUCTEMHbIN
KPOBOTOK, YTO OKa3blBaeT 3HaUMMOe BAMAHNE Ha reMoau-
HaMVKy, ynpaBneHue Kotopoi TpebyeT omnbiTa, BbICOKOW
KBaNMdMKaLUUM MU MAcTepPCTBA aHEeCTeCTe3NONormMyeckon
6puragbl. Xvpypruyeckasa TeXHUKa Ha HauyasnbHbIX 3Ta-
nax pa3BUTMA 3aKfiloyanacb B MakCMManbHO paHHeEM ne-
peceyeHUN UeHTpanbHOW BeHbl [36]. MogobHaa TaKTuKa
npuHOCKUAa Xopolune pesynbTaTtel 1 6bi1a yaobHa ans na-
NapoTOMHOIO WM NanapoCKOMMUYeCcKoro AOCTYMOB, Npwu
NCNONb30BaHMM KOTOPbIX MCKOMas BeHa HaXO4UTCA JOCTa-
TOYHO MOBEPXHOCTHO. MpM MCNonb3oBaHUM 3a0PIOLLMH-
HOro AOCTyna UeHTpanbHaA BeHa pacrnonaraerca 3a Haf-
MOYEYHUKOM, B CBA3UN C YeM AJ1A ee nepeceyeHms 4acTo
TpebyeTca npepBapuTesibHasA yYacTWyHasa Mobunusauus
HaAMo4Ye4yHUKa, 0COOEHHO HVXKHEro rostca ¢ Nnoaxoas-
LWMMU K HEMY B laHHOM obnacTn cocygamu [37]. Walz M.K,,
ABNAWNNCA OOHMM W3 OCHOBOMOJNOXHUKOB peTpone-
PUTOHEOCKOMMYECKOro AOCTYNa, yTBepXAaaeT, uto 6onee
nosfHee nepeceyeHne LEHTPanbHOW BeHbl NPW AaHHOM
[OCTyrMe He CKa3blBaeTCA HeraTMBHO Ha MHTpaonepaumnoH-
HOW remMoguHamuke y 605bHOro, MpoluefLlero npegone-
PaLMOHHYI0 MOAFOTOBKY a-agpeHobnokatopamu. B onu-
CaHHOM VM MPOTOKOJIe onepauMyM MakCMManbHO paHHee
rnepeceyeHne HafMOUYEYHVKOBOW BEHbI He ABNsAeTCA 06s-
3aTesbHbIM YC/IOBUEM YCNELIHOMO NCX04a XNPYPrnuyeckoro
nevenusn. Mo Walz M.K,, ueHTpanbHas BeHa nepecekaetcs
Ha OJHOM U3 MEPBbIX 3TaNoB afpeHaN3KTOMUM B Ciyyae
NIeBOCTOPOHHUX Onepauun, Torga Kak npu npaBoCTOPOH-
HUX — NULWb NOCNE BblAENEHNA HUXKHEro Nosca Haano-
YeyHMKa N HUXKHen nonon BeHbl [38]. bonee TOroO, B No-
cnefgHue roabl NOSBUNWCL MyOnuKaumy, B KOTOPbIX psf
aBTOPOB, BLIMOMHAA afipeHanakToMmuuy, npuberat K ne-
peceyeHnto LeHTPaNbHOM BeHbl OQHUM M3 3aBepLUatoLmX
3TanoB BblgeneHna HagnouveyHuka [12, 39-41]. [daHHas
TaKTMKa onpaBAaHa TeM, YTO, BO-MEepBblX, LEeHTpanbHas
BEHa — He eAUHCTBEHHbIN cocyd, obecneumBaoWnii Be-
HO3HbI OTTOK OT OMYXONK, N NOC/e ee nepeceyeHns Bbl-
[efieHe KaTEXONaMUHOB B KPOBb MOMIHOCTbIO He 6noKnpy-
eTCA, a BO-BTOPbIX, NepeBA3Ka MMaBHOW APEHAXHOW BeHbI
NpMBOANT K YCWIEHHOMY KPOBEHAMOJIHEHUIO HaAnouyeuy-
HUKa, yBeNIMYMBana PUCKM KpoBoTeyeHna 13 Hero [12, 40].
Ha HacToAwWwmMn MOMEHT HeT KPYMHbIX PaHAOMU3MNPOBAH-
HbIX UCCNefoBaHUIA NO CPaBHEHUIO BAUAHUA Ha WHTpa-
onepaumMoHHY0 remoguHaMMKy Npu agpeHan3KToMmum npu
OXL, pa3nnuHbIX TaKTUK NepeceyeHns LeHTpanbHOW BEHbI
HafNOYeuHMKa, YTO He NO3BOJIAET CAeNaTb OAHO3HAYHOIO
BbIBOZA O NPeAnoYTUTENIbHOCTM KaKOM-TMO0 13 HUX.
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OPTAHOCOXPAHAIOWME ONEPALIUA
HA HAANOYEYHUKAX

CTaHpapTHLIM 06BEMOM OMEPATUBHOrO BMELLIATENbCTBA
npu OXL aBnAeTca agpeHansKTomMma C ONyXonblo. YaaneHume
OQHOro HAAMOYEUYHUKA, KaK MPaBWo, He MPUBOAUT K pas-
BUTUIO XPOHMYECKON HagMoOYeYHMKOBOW HepJoCTaTOYHOCTM
1 He TpebyeT NOKU3HEHHO FOPMOHAbHOW 3aMeCTUTESNIbHO
Tepanuu [42]. OgHako B page ciydyaeB HeOOXOAVMO Ha3Haue-
HUe rMIOKOKOPTUKONLHbIX FOPMOHOB NOC/IE OAHOCTOPOHHEN
appeHanskTommn no nosogy ®XL, ocobeHHO B cnyyasx Ha-
NNYMA OOHOMOMEHTHOWN KO-CEKPeLMn KOPTM30Ma OMyXosibio
Jo onepauuu [43]. Y naumeHToB ¢ gByctopoHHuMU OXLL 1 Ha-
NMYMeM HacneaCcTBEHHbIX CUHAPOMOB, CBA3AHHbBIX C X pa3-
BUTUEM, TaKMX KaK CMHAPOM MHOXXECTBEHHOW SHAOKPUHHOM
Heonnasun (M3H) 2 Tuna, Henpodrbpomatos 1 Trna (NF-1),
cuHgpom ¢poH Tunnens—JinHgay (VHL), Bo3moxHO nposefe-
HUe pe3eKLMM HaANOYEYHMKOB C LieNblo COXPaHEHNA MTHOKO-
KOPTUKOUZHOM N MUHEPaNIoOKOPTUKOVAHOW cekpeuunn [3, 4].
Pan HacnepctBeHHbIX MyTaumi npu OXL, accoummpoBaH ¢ Bbl-
COKMM PUCKOM MeTacTa3npOoBaHUsA, B CBA3WN C YEM BbIMNOSHE-
HME OPraHOCOXPAHALWMX Ornepaunii Npu Hanuuumn gedek-
TOB reHoB SDHB, SDHD, MAX, TMEM 127, HRAS, CSDET v MAML3
He pekomeHgayeTca [44, 45]. CoxpaHeHMe TKaHW Haanoyeu-
HVKa Y 60MbHbIX ¢ cuHapoMamy M3H 2 tuna n VHL, a Takxke
NF-1 nprBOAUT K YBEIMYEHMIO YAaCTOTbI Pa3BUTUA PELIMAVBA,
0 uYeM [JOImKHbI ObITb MpefynpeXaeHbl NauneHTbl, OfHAKO
B MCC/Ie[OBAHMAX MOKA3aHO, YTO MpW 3TOM 4YacToTa MOAB-
neHnA metactasoB OXL| He BO3pacTaeT U He CHUXKAETCA Bbl-
XKMBaeMOCTb 60sbHbIX [46]. [pn bonee aeTanbHOM aHanuse
NonyyYeHbl laHHble, YTO PUCK UMCKIaTePanbHOrO peunansa
3HAUUTENBHO HVXKE MO CPABHEHMIO C KOHTpanaTepasbHbIM
(0-14% npoTtunB 43-57% COOTBETCTBEHHO) [44], B CBA3U C YEM
BO3HVK/A uaes o GunatepasnibHOWM pe3eKkunn HaarnoyeyHu-
KOB MpW HacneacTBeHHbIX cnHapomax. Castinetti F. 1 coaBT.
OTAAKT NpepnoyvTeHne [BYCTOPOHHEN OAHOMOMEHTHOW
OPraHOCOXPAHAILEN onepauny Npu MNopaXkeHUn obounx
HagnoyeyHukoB QXL B €BA3M C BO3MOMXHOCTbIO COXpaHe-
HVA CO6CTBEHHON ropmoHonpoayKuun [47]. Npyrne aBTopbl
npeanoynTaloT NPUMEHEHME  WHAVBUAYaNM3UPOBAHHOIO
NoAX0Aa, OCHOBAHHOMO Ha MHTPAOMNePALMOHHON OLIEHKE CO-
CTOAHWA TKAHW HaAMOUYEYHMKA: NPU HANNYN HEMOPAXKEHHON
TKaHW HafNoOYeYHMKa BO3MOXHO BbIMOSIHEHUE Er0 pe3eKuun
C yganeHnem onyxonu C nocieayrwen agpeHansKToMmmen
BTOPOro HafnouyeyHuvKa. Yalle Bcero B NofobHbIX Ciiyyasx
MOJSIHOMY YAANIEHMIO MOANEXUT HaZANOYeYHUK ¢ 6onee Kpyn-
Hon XL [44, 48, 49]. MNoTpPebHOCTb B OLIEHKE BO3MOXKHOCTY
NPOBEeLEHNsI OPraHOCOXPAHALMNX onepaumin 0bycrioBneHa
BbICOKVIM PUICKOM Pa3BUTUA OCITOXHEHWI, OOYCNOBIEHHbIX
HaANOYeYHMKOBOWM HEOCTaTOUHOCTbIO, TAKUX KaK rMnoagpe-
HasIoBbIV KPWU3 WU ATPOreHHbIN CMHAPOM MueHKo-KyLlumHra
y CcTepora3aBUCMbIX NaumeHToB [50]. MiccnepoBaHma noka-
3a/, UTO OKOJIO TPETM OLHOrO HaAMo4YeyHrKa MOXET ObiTb
[OCTaTOUYHO ANA NpefoTBPaLLEeHMA Pa3BUTUA XPOHUYECKON
HaAMNOYeYHNKOBOW HEAOCTAaTOYHOCTM, UTO YNYULIUT KaYeCTBO
YKN3HW OOJbHBIX B roAbl, NPOBEAEHHbIE 6€3 3aMeCTUTENTbHON
rOPMOHANbHOM Tepanuu, A0 BO3MOXXHOIO Pa3BUTUA peLu-
amnBa OXL| B ocTaBLienca TKaHW HaanoyeyHuka [48, 51]. Tem
He MeHee fjaxke NPV BbINOSIHEHNN OPraHOCOXPAHSAIOLLEN One-
paumm y 6onbHbIX ¢ ABycTopoHHen OXL| okono Tpetu cnyya-
€B COMPOBOXAAETCA PA3BUTUEM 3aBMCMMOCTU OT CTepouna-
HbIX FOPMOHOB, MO-BUAVNMOMY, CBA3AHHOW C HELOCTAaTOUYHbIM
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KPOBOCHabeHMeM COXPaHEHHOrO YYyacTKa HaAMOYeuHNKa,
yTO CrieflyeT yumTbiBaTb NPU MIAHUPOBaHUM U NMPOBeAeHNN
JAHHOrO TUMNa XMpypruyeckoro neyeHus [46, 50]. CoxpaHe-
HMe LeHTPanbHOW BeHbl HAfMOYeYHUKa He ABnseTca obs3a-
TeNbHbIM NP BbINOSIHEHUU pe3eKumm opraHa [48].

NOCNEONEPALIMOHHOE HABJIIOAEHUE

B paHHem nocneonepauvoHHOM nepuoge TpebyetcA
00513aTeNIbHbIN KOHTPOJIb OCHOBHbLIX MAPaMETPOB reMoau-
HaMVKM MaumneHTa. B eBponencknx KNMHUYECKUX PeKoMEH-
Jauusx oT 2014 r. ykazaHa HeobX0AVMOCTb HEMPEPbIBHOIO
MOHUTOPWHIa YPOBHA apTepuasibHOro AaBfeHUs B NepBble
24-48 4 nocne onepauun [3]. HeobxoaUMOCTb [AAHHOMO
KOHTPONA He BbI3bIBAET COMHEHWI, OQHAKO €CTb pa3Hble
nogxodbl K Hemy. Torga Kak 4YacTb MEAVLUUHCKMX LEHTPOB
[eNCTBUTENbHO BbINONHAET PYTUHHO 24-4aCOBOW MOCTOAH-
HbIAi MOHUTOPUHT YPOBHA AJl 60MbHBIX B YC/IOBUAX peaHu-
MaLUVoHHOro otgeneHua nocne yganeHma OXL, ectb Hema-
JO LUEHTPOB, B KOTOPbIX MOC/eOoNnepaLioHHoe HabnogeHne
MO>KET OCYLLECTBAATLCA M BHE NasnaTt UHTEHCUBHOW Tepanuu.
Mo pe3ynbratam HabnogeHW aBTOPOB, CYTOUHDBIN KOHTPOJIb
B OTAENIEHUWN PeaHMMALMN HE CHXKAET NETaNIbHOCTb 3TON Ka-
TEropun MauMeHToB, B CBS3U C YeM He SIBNAeTCA 0ba3aTesNb-
Hbim [1]. BBMAY HannumA prcka MeTacTa3npoBaHNA 1 peuunan-
BoB OXL| nocne xnpyprnyeckoro fieYeHnsa MexKayHapoaHble
N POCCMINCKUE KIUHNYECKME PeKOMeHaLMM YTBEPXK AT He-
06X0AMMOCTb KaK MUHUMYM 10-neTHero nocneonepauyioH-
Horo HabnogeHusn [3, 4, 15]. CywecTsytolue GanbHble LWKa-
nbl PASS 1 GAPP ansa oueHKn meTacTaTMyeckoro noteHuuana
OXL| obnagaloT orpaHMYeHHON NPOrHOCTUYECKON cunom [52].
YumTbiBas BbICOKYK YacTOTy HAC/IeACTBEHHO-00YC/IOBIEH-
HbIX GPEOXPOMOLUTOM, BCEM MaLMEHTAM MOKa3aHO reHeTnYe-
CKOe 1ccnefoBaHne ana onpeaeneHns fanbHenwen TakTn-
K1 nevyeHna [45], KOTopas 3aBUCUT OT HaNnuMA U xapakTepa
HacneACcTBEHHON MyTaLMK, 06bema NpPOBeAeHHOTO NeUYeHNs,
a TakXe pada KNIUHUYECKMX MPU3HAKOB, BKJIOYAIOLWMX Mo,
BO3pPACT, COMaTNYECKOE COCTOsIHME 3[40POBbSA, MMeloLwmecs
NlaHHble 06 OCNOXHEHMAX 3ab0NeBaHNAa UMY HaTMunKn BTO-
pVyHbIX oyaroB. MNauueHTbl co cnopagmyeckuvmn OXLL nog-
nexat 10-neTHeMy HabnOAEHNIO C Liefiblo CBOEBPEMEHHOM
ONAarHOCTVKN BO3MOXHbIX MeTacTa3oB unn peungmeos [15].

HAYYHbI OB30P

MaumeHTam ¢ naparaHrmomamu, KpyrnHbiMu OXL| (6onee 5-6
CM) W HacneACTBEHHbIMW MYTaLUAMU PEKOMEHAOBAHO Mo-
XM3HEeHHOe HabnoaeHe, BKNKOYaloLLlee B Moc/iefHeM Cllyyae
TaKXXe aKTUBHbIN CKPUHWUHT OPYrMX KOMMOHEHTOB reHeTnye-
CKOro cnHgpoma [52].

3AKNIOYEHUE

Lnpokoe pacnpocTpaHeHUe 4yBCTBUTENbHbIX nabo-
paTOPHbIX TECTOB U NPUMEHEHME TaKUX METOAO0B NyyeBol
[OMArHoCTMKK, KaK KOMMblOTepHas Tomorpadumsa u mMarHuT-
HO-pe30oHaHCHasA Tomorpadus, NPUBENU K YBENYEHMIO
npwxmn3sHeHHoro BbiasneHna OXL, B Tom uncne onyxonen
MarsbIxX pa3mepoB. [lJaHHbIN GaKT BbI3blBan OCTPYIO HEOOXO-
OVMOCTb COBEPLUEHCTBOBAHUA XMPYPrUYeCKNX MeTOAOB
NeyeHna KaTexonaMUH-MPOAYLMPYIOWMX OMyxonewn, no-
ABIEHMEe TexXHONOorMm onepauun C NpUMeHeHnem MUHU-
WHBA3MBHbIX JOCTYMNOB, YNyylleHNe aHeCTe3MONOrMYeCKoro
nocobusa. HecmoTpa Ha TOT daKT, UTo MO FMCTONOrMYECKON
Knaccmoukauum BO3 nepecmotpa 2017 r. OXL/MNI oTHeceHb!
K 3/10KaueCTBEHHbIM HOBOOOPA30BaHMAM, Pa3BUTME reHe-
TUYECKMX METOAOB UCCNEAOBaHUA NPUBENO K OOCYKAEHMIO
BO3MOKHOCTM MPOBEAEHNA OPraHOCOXPaHAKLWKMX ornepa-
UMiA Y GONbHBIX C BbISBNEHHBIMU HACEACTBEHHBIMW MyTa-
unAMK. boNbWINHCTBO BbIBOAOB N peKOMEHAALMI cAenaHo
Ha OCHOBaHUM OaHHbIX MYNbLTULEHTPOBbLIX KOrOPTHbIX WC-
cnefoBaHUN N MeTaaHann30B, Tak Kak peikoCTb naTonorum
006yCnaBnMBaET OTCYTCTBME KPYMHbIX PaHLOMU3MPOBAHHbIX
NccnegoBaHMiA B JaHHOM obnacTu.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHuA. PaboTa BbiMOsHEHa MO MHMLUMATHBE
aBTOpOB 6€3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

Bknap aBTOpoOB. Bce aBTOpbl 0A06pMIN drHANBbHYIO BEPCMIO CTaTbh
nepep nybnvkauuen, Bbipasun cornacme HeCcTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYUHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh
paboTbl.
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