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OTaeneHve OeTckon xmpyprin Ha 6ase PIBY “OHA0KPMHONOMMYECKUIA HAaYHHBIN LLEHTP” OYHKLUMOHMPYET OKOJIO ABYX JIET.
3a Bpemsa paboTbl XMpypruieckoe nedexHve noaydnnm 6onee 500 naumeHToB ¢ pasnnUYHOM 3HAOKPUHHOW MaTonoruen.
B cTtaTbe 06CyXaal0TCA COBPEMEHHbIE ANArHOCTUYECKME NOAX0Obl U BLIOOP XMPYPrnyecKon TakTMKM Npu 3aboneBaHnsx,
BXOAALLNX B KPYr MHTEPECOB HOBOIO HamnpaBfIEHUS OETCKOW XMPYPruv — 3HOOKPUHHOM XMPYPrumM AETCKOro BO3pacTa.
B pamkax gmckyccum obCyxaarTcs BapuaHTbl pagukanbHOro sedeHus 6one3Hu penBca y geten, paccmMaTpuBaloTcs
MONOXUTESIbHbIE U OTPULLATENbHbIE CTOPOHbLI XMPYPrMYecKoro evyeHms 1 paguoiioarepanuu. MpuBoantca cobcTBeHHas
CcTaTUCTMKa NOCIeONePALIMOHHONO rmnonapaTpeosa. lNpeanaraercsa onTMMnU3aLms anroputTMa eNCTBU NPY BbISBNIEHN
y3noBoro 306a y geteii. MNpu NepBUYHOM rMNeprnapaTMpen3e AeNaeTCs akLUEHT Ha CNOXHOCTSAX MOCNE0oNepPaLMOHHOro
BEJEHNSA NaLNEHTOB, CBA3AHHbIX C 0COOEHHOCTAMM OETCKOro BO3pacTa, ONpeaensiiolwmMm OCTPOTY peakLmMm Ha BOOHO-
3NEeKTPONUTHbIE HapyLleHus. OTaeNbHO PacCMOTPEHb! AaHHbIe NNTepaTypbl Mo 3abosieBaHNAM HaAMNOYeYHUKOB Y AETen,
OEeMOHCTPMPYIOTCA COBCTBEHHbIE KIIMHUYECKUE Ciydaun, NoTpeboBaBLUME XMPYPrMieckoro BMeLlaTensctea. OceelanTcs
BO3MOXHOCTN COBPEMEHHOM HENPOXMPYPIrNYECKON TEXHUKM, MPUMEHAEMON B OHOOKPUHONOIMMYECKOM HAay4HOM LIEHTPE
npu onepauuax Ha runoduse y geten. MNMaumeHTam pasfinyHbiX BO3PACTHBLIX FPYMM MPOBOAUTCS TPaHCHa3albHOEe
TpaHccheHouaanbHoe yaaneHue Oonyxosnein XuasmabHO-CeIspHO 061acTM C NPUMEHEHUEM 3HAO0CKOMUYECKOWN
accucTeHumn. B ctatbe Takke NpuBEOEHbl OaHHble MCCNedoBaHM B 06nacTv M3ydeHust 6osie3Hert noaxenynoqHomn
XEnesbl U UX XMPYPru4yeckoro nedYeHns. bonblioe BHUMaHME yOENSETCA reHOEPHOMY pa3aeny 3HOOKPUHHOM XMpyprumv
neTckoro Bospacta. ObcyxaaeTcs TakTuka npu HapyLeHax GopMMpoBaHMS Nosia, ONyXossax NosIoBbIX Xenes y AeTen,
3ab051eBaHNSAX MOJIOYHBLIX Xene3. B 3aknioyeHrne obpuCcoBbLIBAIOTCSA MEPCMNEKTUBbLI Pa3BUTUA SHOOKPUHHOM XUPYPrim
[EeTCKOoro Bo3pacTa.

-
X
AN
£
O
)
a
q
=
8
a
S
P
Q
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Pediatric endocrine surgery development

Ivan I. Dedov, Valentina A. Peterkova, Nikolay S. Kuznetsov,
Dmitriy N. Brovin*, Oleg S. Danilenko, Alexander V. Anikiev

Endocrinology Research Centre, Moscow, Russian Federation

Department of pediatric surgery at the Endocrinology Research Centre has been around for nearly two
years. During operation, surgical treatment has received more than 500 patients with various endocrine
disorders. The article discusses modern diagnostic approaches and surgical options for diseases included
in the new direction of pediatric surgery — endocrine surgery in children. There are discussions about options
for radical treatment of Graves disease in children, positive and negative aspects of surgical and radioactive
iodine treatment. Is own stats of postoperative hyperparathyroidism. Is proposed to optimize the algorithm
of actions in identifying thyroid nodules in children. In primary hyperparathyroidism, the emphasis is on the
complexity of the postoperative management of patients related to the feature of children’s age in determin-
ing the severity of the reactions on the water-electrolyte disorders. Separately reviewed the literature of the
adrenal glands diseases in children, demonstrating their own clinical cases which required surgical interven-
tion. The authors describe the possibilities of modern neurosurgical equipment in the Endocrinology
Research Centre in operations on the pituitary gland in children. Patients of different age groups performed
transnasal transsphenoidal removal of tumors of the chiasm-sellar region using endoscopic assistance.
The article also cited research data of pancreas diseases and their surgical treatment. Much attention is paid
to the gender section of endocrine surgery in children. Discusses the tactics in disorders of sex develop-
ment, gonadal tumors in children, diseases of the breast. In conclusion outlines the prospects for the devel-
opment of endocrine surgery in children.

Key words: endoctine surgery, pediatrics, endocrine tumors.
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AKTYQABHOCTb

Mporpecc MeguumMHCKOW Haykm 3a nocnen-
HMe [OecaTuneTusl, BHEOPEHME B MNpPaKTuKy
HOBbIX BbICOKOMHMOPMATUBHbLIX METOA0B 00-
C/1eJOBaHUA U CKPUHUHIOBBLIX MPOrpamMm, yiyy-
LIEeHVe KayecTBa OVarHOCTUKM NPUBESN K 3Ha-
YUTESIbHOMY YBEJIMYEHMIO KOMMYecTBa nauun-
E€HTOB C 3a00NeBaHMNSAMM 3HOOKPUHHBIX Xenes.
Bcnencteue atoro B Poccunun nosiBunock 60/ib-
LLIOEe 4YMUCOo CneumannctoB 1M HedopMalsbHbIX
COO0OLLECTB, OCHOBHbIE YCUIUSA KOTOPbIX KOH-
LEeHTPUPYOTCH B 001aCTV 9HOOKPUHHON XUPYP-
rmm. 3aKOHOMEPHO, YTO B CBA3UN C 3TUM BblOe-
JNTNCb OTOENEHNA N Lenble NeYedHble yupex-
OeHuns, KoTopble Npuobpenn ctaTyc crneumanm-
3MpOBaHHbIX. BonbLOe KOANYECTBO Hay4HbIX
M NpPakTUYECKMX LLKOJI, OTCYTCTBME €OUNHOro
B3rnsaa Ha npobnemy crocobcTBoBanu op-
MUPOBaHWIO PasfinyHbIX U NOPOWN AnamMeTpalsib-
HO NPOTUBOMOJIOXHbIX NOAXOA0B B ANMArHOCTU-
K€ N NeYeHUN OJHUX N TeX Xe IHOOKPMHHbIX
3abonesaHunin. K coxanenuio, B Poccun noka
TOJIbKO YCTaHaB/IMBAETCS MpPakTMka CO34aHus
MOCTOAHHO OOHOBNSIEMbIX MPAKTUYECKUX pe-
KOMeHJauunm no npobnemam SHAOKPUHHOM
XVpyprum. 3a4yacTyio AuarHoctmyeckas u ne-
yebHas TakTUka OCHOBbLIBAETCH Ha UHAOWBUAOY-
afbHOM OnbITe (CNpaBeaIMBOCTU paan HYXXHO
OTMETUTb, YTO MHOrAA AOCTATO4HO 6OJbLIOM)
6e3 cepbe3Hom aokasaTtenbHom 6asbl [1].

Bce ckasaHHOE BbllLEe OTHOCUTCH K COCTOS -
HMIO Creunann3mpoBaHHON MeguLMHCKOW MNo-
MOLLM B3POCSIOMY HaCEeNEHUIO, B AETCKOMN Npak-
TUKE cuUTyaumsi Ha CerogHAWHNIN MOMEHT eLle
Oonee crnoxHasi. 3aHMMalOTCA B Halllei cTpaHe
OaHHbIM, Kak rokKasblBaeT npakTmka, OCTpO
BOCTPeOOBaHHbIM HamnpaB/ieHNEM peakue wu
pa3pO3HEHHbIE BpayYeOHble N HayYHble KONnek-
TUBbI. HET KOHCONMAaUMM cneunannucToB, ean-
HOr0 MHEHUS, OOLLLEENPUHATON TaKTUKW BEOEHUS
M NeyYeHunsl, B TOM 4Yncie onepaTtuBHOro, AeTEN
C XMPYPruyeckrumm 3aboneBaHnsIMm 3HO0KPUH-
HOW CUCTEMbI, KOTOPbIE K TOMY X€& 4aCTO HOCAT
opdaHHbIN xapakTep. Ha npaktuke guarHoc-
TMKa U MegukaMeHTO3Hasi Tepanusa y OeTen
C XMPYPrruyeckowm natosiormen opraHoB 3SHOO-
KPUHHOM CUCTEMbI MPOBOAATCS B OOHUX CTaUW-
OHapax, Xxmpyprmieckas Koppekuusa — B gpyrumx,
a, KaKk Mbl BUOMM Ha MPMMEpPE paka WUToBUA-
HOW Xenesbl, Heobxogumas paguonoaTepa-
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nMsa — B TPETbEM JlIe4ebHOM yupexaeHun. MNpu
3TOM TEPSIETCS HE TONbKO NMPEEMCTBEHHOCTD,
HO M OTBETCTBEHHOCTb 3a OKOH4YaTeJsbHbIV pe-
3ynbTar.

Bce ckasaHHOe AMKTYeT HeobXOoAMMOCTb
VHOVBUAOYANIbHOrO noaxona WM KOHUEHTpauun
©0NbHbIX B CNELNaNM3MPOBaHHbIX OCHALLLEHHbIX
ueHTpax. Hoebin aTan pasButms MeauLUHbI
B Hallel CTpaHe No3BONMA co3aatbh Ha 6ase
PreyY “OHO0KPUHONOrMYECKNI HAYYHBIN LEHTP”
oToeneHve petckom xupyprum. OTtoeneHuve
GOYHKUMOHUPYET OKOMIO ABYX JIeT U Aokasano
CBOIO BOCTPEOOBAHHOCTb B CMEUVanM3nNpOBaH-
HOW MOMOLLM KaK CO CTOPOHbI 3TON HEOOLIYHOM
KaTeropum 60JbHbIX, TaK 1 CO CTOPOHbI CNELn-
aMCTOB — OETCKMX 3HOOKPUHOJIOroB, A0Jroe
BPEMS  MCMbITbIBAIOWMUX CAOXHOCTU Npwu
YCTPOWCTBE CBOMX NOAOMEYHbIX. 3a 9TO BPEMS
XVUPYPrruyeckoe fievyeHune nonyydnnm yxxe oonee
500 naumeHToB M3 pa3HbiX PErMMOHOB CTPaHbI
(pnc. 1). CnekTp naTonorum BbICOKOCHELN-
durYeH 1 onpegendeT 3agaqn U NPUOPUTETHLIE
HanpaB/IEHUS Pa3BUTUSA SHOOKPUHHOWM XMpyp-
rm 0eTckoro Bo3pacTta (puc. 2).

B cBolO o4yepedb WMHTEHCUMBHOE pa3BUTUE
MeOVUVHbI U BbICOKOTEXHOJIOTMYHbLIX METOO0B
XUPYPrnyecknux BO3OENCTBUIA HA maTtosiormye-
CKKe NnpoueccChl, CBA3aHHbIE C FOPMOHasIbHbIMU
ONCPHYHKUMAMU, OTKPbIBAET HOBblIE BOSMOXHO-
CTWN OETCKOW 3HOOKPUHHOW xupyprum. Cospe-
MEHHbIe CNocoObl paclMPPOBKM MONEKYNSP-
HO-reHeTUYeCKNUX MexaHM3MoB 3aboneBaHui
pacwmpuam BO3MOXHOCTU ANArHOCTUKU U Bbl-
Oopa TakTUKWN Ie4eHnsl, B TOM YNCIE N XUPYPIri-
4yecKoro. HoeenLme NMHCTPYMEHTasIbHbIE METO-
Obl BU3yannsauuu BbIBEAN NMPeaonepaummoHHbIN
aTan obcnegoBaHMsl Ha KayeCTBEHHO HOBbIN
YPOBEHbL. Pa3Bmutme COBPEMEHHbLIX XMPypruye-
CKNX TEXHOJSIOMMIN, TaKMUX Kak 9HO0CKONNYeckme,
MaJZIOMHBA3VBHbIE, MUKPOXUPYPrnyeckme me-
TOOVKWN, MO3BOJISET CHMXKATb BO3PACTHOMN LEH3
ONs neTen n yBennympatb 00beM OHOSTaMHbIX
ornepauum c OOCTUXEHUEM MaKCUMaJIbHOIro
appekTa.

Co3pgaHne oToeneHust OeTCKOW XMpyprum
B OHOOKPUHONOMMYECKOM HAy4YHOM LEHTpE
(OHLU) nosBonsieT ycTpaHUTb CYLLUECTBYOLLME
HblHE HEeOOoCTaTKM B OpraHm3aumm neyvyeHus
OeTen B Hecneumanu3npoBaHHbIX y4ypexae-
HUNAX, CYLLECTBEHHO MNOBbLICUTb €ro Ka4yecTBO
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obnactb 1 MockoBcKo
obnactun)

CeBepo-

HanbHe-
KaBka3ckuii BOCTOYHbIN
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Puc. 1. PacnpeneneHune netemn, Noay4mMBLUMX XMPYPrMYeCKyo NOMOLLb, MO PErMOHaM.
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|:| Onepaunn Ha LUMTOBUAHOM Xenese
H]] demnHn3npyoLme onepaumnn
E MackynuHuampytoLme onepauum

@ Onepaumn Ha HagnoYyeYyHmKax

Puc. 2. CnekTp onepaTtnBHbIX BMELLATENLCTB B OTAEIEHUN
netckon xupyprun SHLL.

1 6e30MacHOCTb, a TakKe MUHUMU3NPOBATb
PUCKW OCJTOXXHEHWUA.

Cpeaun Hosonorunyeckmx ¢popm, nonagato-
LLMX B KPYr MHTEPECOB 9HO0KPUHHOM XMPYPrnm
AEeTCKOro Bo3pacTa, [MaBHbIM 06pa3oM BCTpe-
yalTcs crneayowme.
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3060AeBaHMvs|
LLMTOBUAHOW XXeAesbl

OTHOCUTENBHO BCEW MaTtoaormn LLUTOBUL-
HOW Xenesbl Yy AeTeil MOXHO Cka3aTb, YTO Ha
CEeroHALHUA MOMEHT MMEET MECTO POCT 3a-
6oneBaeMoCcTn. OTO 00YCNOBAEHO Kak OObek-
TUBHbIMU MpuynHamm - pgednumuTom noaa,
3KONOrnyeckumMm @dakTtopamm, TEXHOreHHbIMU
Katactpodamm, Tak U NnpuInHamMm, CBA3aHHbIMU
C YNy4LUEHWNEM Ka4yecTBa ANArHOCTUKN. Bce Mbl
BUOMM pe3ynbTaTbl AMCNaHCeEPU3aUMn LLIKOMb-
HMKOB, KOTOpas Oblla NPoBeAeHa 3a nocneaHne
rogbl. Henb3a otpuuaTb €e NONOXUTENbHbIE
MOMeHTbI. CKOJIbKO OblS1O BbISIBIEHO CEPbEe3HOM
naToaorMm Ha OoknmHmdeckom atane! OgHako
npun 3TOM HeNb3s He YBUOETb U 00paTHYIO CTO-
POHY Medann, a UMeHHO y4acTUBLLYIOCS rnep-
ONarHoCTnKy 3aboneBaHuil, 4TO MOXET ObITb
CBSI3aHO C HETOYHOCTbIO MHTepnpeTaunn OaH-
HbIX Y/IbTPA3BYKOBOIr0 MeToa B AETCKOW Npak-
TUKe, KOraa gaxke OTHOLUEHME K pa3Mepy LWNTo-
BUOHON >ene3bl HEOAHO3HAYHO cpean cneuy-
anncTtoB. OTCYTCTBME HALMOHANbHbBIX PEFNMCTPOB
HE MNO3BONSET HA CEroAHSALHWIA OEHb MOJIHO-
CTbl0O OOBEKTMBHO OLEHUTb 3ab0seBaeMoCTb
M MOTPEOHOCTb B XMPYPrn4yeCckom NOMOLLIA.

ANPPY3HbLIN TOKCUYECKUIN 306

(6onesHb [penBca-baseaposa)

Onddy3HbIN Tokcnyeckuin 306 (O, T3) — Hau-
6onee yacTas NpuYMHa rnepTnUpeosa y aeTen,
MOXET pa3BUTbCA B OETCKMe rodbl B Jitob0omn
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MOMEHT, HO C BO3PacTOM 4acToTa yBennyumBa-
eTcs, mocTturas nuka y nogpocTtkoB. Cpenu
BCex 3aboneBaHui LWNTOBUAHOW Xesnesbl
y netenn okono 15% coctaBndetr 0OONe3Hb
lpenBca—-basenoBa. Cuutaercsa, 4Tto 3abone-
BaeMOCTb pacTeT. Ee pacnpocTpaHeHHOCTb
y geten oo 15 net coctaBnseT or 1 cny4das Ha
10 TbIC. peTen B CLUA no 1 cnyyasa Ha 100 ThiC.
B AHrnuu [2].

Mocne npoBegeHUst Kypca KOHcepBaTuB-
HOrO JIeYEHNA PEMUCCUA OOCTUraeTCsl TOJIbKO
y 30%, a npu OANTENBHOM JNIEYEHUUN — LB
y NoN0BUHbI 605bHbIX [3]. Takum 06pa3om, no-
TPeObHOCTb B XMPYPrM4y€CKOM BMeELLaTeNbCTBe
Wnn paguonoarepanMu ropasao Bbille, Yem
Yy B3POC/IbIX NALUMNEHTOB.

Junckyccum o npuopuTeTHOM HanpasaeHnn
B paguKasibHOM JIEYEHUM HA CEerogHSALHUNA
OEHb O4YEeHb aKTyasbHbl M BaXHbI. [1aBHbIN BOM-
poc Bbibopa — paguonond UnM Xnupyprua?
C ogHOM CTOPOHbI, NeYEeHNE Paguonoaom Npm-
BieKaeT CBOEW OTHOCUTENbHOW 6e30omnacHo-
CTbl0. [JaHHbIX O PeEnPOAYKTUBHON ANCEHYHKLNN
1 60nee BbICOKOM YacTOTe aHOMasMi y AeTeNn
MauMeHTOB, NOJTyYaBLUMX TAKOe NievyeHne, HeT [4].

HeCcoMHeHHO, xnpyprus — 310 Bcerga 60b-
won puck. OCnoxHeHUs ObIBAIOT Yy BCEX.
TpeneTHoe OTHOLLUEHUE XMPYProB K TUPEOUA-
3KTOMUM Y NaumeHToB ¢ AT3 nHorga rpaHnyamT
c cyeBepueM. Korga-To, 0o BpeMeH Koxepa, aTu
onepaumm 6b1n BoOOLLE 3anpeLleHbl B EBpone.
Ho Mbl XvBem B Opyroe Bpems, U, KOHEYHO,
PUCKN CYLLECTBEHHO CHU3UINCbL, YTO CBSI3AHO
C BHEOPEHNEM COBPEMEHHbIX TEXHONIOMMIA Noa-
rOTOBKM MauUMEHTOB, COBEPLUEHCTBOBAHMEM
XVUPYPrU4eCKom TEXHUKM, CO3OaHUEM LLUKOJIbI
XUPYPrum LWUTOBUOHOW Xenesbl. YNbTpassy-
KOBOW cKanbnesflb 1 HEMPOMOHUTOP BO MHOIOM
obeperaloT xmpypra 1 nauMeHTa, Ho ONacHOCTU
NnoACTEpPEralT Ha KaXA0M 3Tane onepaTtmBHO-
ro BMelwarenbcTea. Hawa cratncTtmka 3a non-
Topa roga nokasblBaeT criedylowmn @akT:
nocne npoBefeHusa TupeonaskTtomumn ma 21
nauveHtac 4T3y 8 petenn Habnoganack nocne-
onepaunmoHHas runokanbunemms (38%). Ctomn-
KU 1N TPaH3UTOPHLIA ee XapakTep BO BCEX
cnydasax npeacTouT elle yTo4HuTb. 1o npensa-
pUTENbHbIM OaHHbLIM, OCHOBLIBASICb B OOJIbLLEN
CTeneHn Ha nokasatensix naparropMoHa B Mo-
crneonepauyioHHOM NMepuoae, a He Ha ANNTENb-
HOCTW HabnOeHNSA 3a 9TUMU OONbHBIMUN, CTOW-
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KNI rmnonapaTtnpeos3 MOXHO 0X1aaTb HE MeHee
yem y 20% nauueHTOoB.

MpoTMB nevyeHus paganoakTUBHbIM MOO0M
BbICTYNaAlOT BO3MOXHOCTb pPa3BUTUS 3/10Ka4e-
CTBEHHbIX 00pa30BaHUN LMUTOBUOHOM Xenesbl,
BbICOKMIM PUCK Heonnasum y geten mnaguien
BO3PACTHOW FPyMnbl, PUCKM HAPYLUEHNS PENPO-
OYKTUBHOIrO 300pPO0OBbA, a Takxe couuanbHas
OFPaHNYEHHOCTb NALUMEHTOB B TEYEHME KAKOro-
TO MpPoOMexyTka BpemMeHu. Bce 3To auktyeTt
HEeobXoaUMOCTb AasibHeNLero n3y4eHms npo-
6nemMbl 1 NPOBeAEHUs OOLWMPHOro paHAOMU-
3MPOBAHHOIO0 KOHTPOJIMPYEMOro uccnenoBa-
HUS C mocneaylwmMm O0AroCpPoOYHbIM Habnto-
OEeHMEeM 3a naumeHTaMu Oas OKOH4YaTESIbHOro
BbISICHEHUSI BCEX BONPOCOB [5].

Mo Bcel BMOAMMOCTW, BbIOOP MeToaa pagu-
KaJIbHOr0O JIE4EHUS, XUPYPrMY4ECKOro NN KOH-
CepBaTUBHOr0, A0/MKEH ObITb ANPPePEHLMPO-
BaH. N 3pecb, Kak Bcerga, UCTUHa rae-To no-
cepeamHe. KomMy-TO nokasaH pagmonon, KTo-
TO HYXXOaeTCca B onepaTtnBHOM fiedeHnn. U kax-
Obll OONIbHON, KaXAblii KOHKPETHLIA Cly4an
TpebyeT TwaTeNbHOro 0o0CyXaeHus creuna-
aucTamMu  paguonoramu, 3HAOOKPUHONOramm
n xmpypramu. TakTuka Ha AOaHHbIi MOMEHT
[oJmKHa ObITb BbiOpaHa cyrydbo nHamBuayanbHo.

Y3noBom 306

M POK LUUTOBUAHOM XXEAe3bl

3aboneBaemMoCTb OeTeN Yy3/10BbiIM 3000M
M PakoM LLUMTOBUOHOWN Xenesdbl B MocfiegHue
necaruneTtmua so3pocna [6]. CywectByeT yT-
BepXaeHune: O0NbLUMHCTBO Y3/10B LLMTOBUOHOMN
Xenesbl y AeTen, Kak Uy B3POC/bIX NaLMEHTOB,
ABNAIOTCA O00pokayecTBEHHbIMU. OpaHako
y3/bl, BbiiBNISeMble Yy naumeHtoB oo 18 ner,
B 3, a MO HEKOTOPbLIM AaHHbIM U B 5 pas value
OKa3blBAOTCA 3/10KA4YeCTBEHHbIMU. TO ecCTb
y neteinr 20-30% y3noB ABNSAIOTCHA 3/10Kaye-
CTBEHHbIMU MO cpaBHeHUO ¢ 5-10% y B3poc-
nbix [7].

Y 60MbLUNHCTBA NALMEHTOB-AETEN HA MO-
MEHT OOHapy>XXeHNs y310BOro 306a CMMMNTOMbI
OTCYTCTBYIOT, U OOHapyxuBaeTcs OH Mbo BO
BPEMS MeANLIMHCKOrO OCMOTpa, 1Mbo BO BpeMms
He CBAAI3aHHOro ¢ 00cnea0BaHMEM LLMTOBUOHOMN
Xenesbl TIy4eBOro MCCNea0BaHMsA ronoBbI U LLIEI-
Horo otdena. Mmetlowmecs gaHHble O pacrnpo-
CTPaHEHHOCTU 3aboneBaHUs He HABNAOTCA
abCoNIOTHO HaAEXHbIMW, HO MOXHO CKa3aTb,
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4YTO B XOO4Ee MeOOCMOTPOB Y3Jibl LUMTOBUOHOM
Xenesbl BbIIBAA0TCS npumepHo y 1,5% peten,
Toroa Kak B Xo4e PeHTreHOBCKUX UccnenoBa-
HWW roONIOBbI U LUEMNHOIO OTAEeNa, He CBA3AaHHbIX C
LLMTOBUOHON Xene3on, BbiacHaeTcs, 4To 18%
neTten nmetoT HoBoobpazoBaHua. BoT nniub He-
KOTOpble GpaKkTOPbl, CBA3AHHbIE C NOBbILLEHHbIM
PUCKOM Pa3BUTUA Y3JI0B: XEHCKUA MO, Moa-
POCTKOBbI BO3PACT, ayTOMMMYHHble 3aboneBa-
HUS LUUTOBUOHOW Xenes3bl B aHaMHe3e, BO3ael-
cTBne pagmauumn. Puck ysnosoro 3o06a u/vnmu
KapLMHOMBI LLIMTOBUOHOW Xene3bl TakXke MoBbl-
LUAeTCs B CBA3W C HECKOJIbKUMM CUHOPOMaMM
(M3H2, MakkbtoHa—-Onbparita, KapHu, DICERT).
MonekynspHo-reHeTM4eckoe noaTBepXaeHune
3TUX cuHapomoB npoBoautca B IHL,. 3abo-
N1IeBaeMOCTb pacTeT, HO A0 CUX MOP HET OOHO-
3HA4YHOr0 MHEHUA 0 TOM, HACKOJIbKO YaCTO Cre-
ayet obcnepoBaTb HacesieHMe Ha Hanunyue
OONbLIMHCTBA 3TUX CUHAPOMOB. Heobxoaumo
HaMTM GanaHCc Mexay Nosb30W PaHHEero BbIsIB-
JIEHMNS U PUCKOM NULLIHKX MPOLUEeayp, a Takxke
HeomnpaBaaHHbIM CTPECCOM U BECNOKONCTBOM,
KOTOPOE OHM AO0CTaBAAT NAUMEHTY U YleHaMm
ero cembu [3].

Ho, camoe rnaBHOe, Ha CerogHsALHNN OeHb
OTCYTCTBYIOT YETKME MOKa3aHUSA K XUPYPruyec-
KOMY JIe4EeHMIO Y3/10BOro 300a y gOeTen.
CyuiecTByloLas cxema OuarHoCTUHeCKOM OLEeH-
KM U TAKTUKU NMPW BbISIBIEHNN Y310B LUUTOBUOHON
Xenesbl y AETEN, K COXANEHUIO, Kak NMOKa3blBaeT
npakTuka, He Bcerga paboTtaet Bo 6naro [3].

B pesynbrate aToro noaxoga Oonbluoe
4yncno naumeHToB NMBO HanpaBnsaeTcsa Ha yaa-
JIEHVEe OCTaTKOB LUMTOBUOHOM Xenesbl npu 00-
HaPY>XXEeHUN KapuUWHOMbI B TMCTONIOMMYECKOM
nccnegoBaHum, nnMbo noaBepraeTcs Hanpac-
HOMY PUCKY NPU XMPYPrM4eckoM BMellaTenNb-
CTBe, ecnu pe3ynbTaTthl N1aHOBOW MMCTONONmn
MokasbIBalOT, 4TO y3en A00poKa4yeCTBEHHbIN.
M aT1a npobnema obycnoBneHa, K CoXaneHuto,
HECOBEPLUEHCTBOM ANArHOCTUKU, OCHOBAHHOMN
rmaBHbIM 00pa3oM Ha anmnapart- U 4enoBek-
3aBMCUMOM YNbTPA3BYKOBOM METOAE U Takxe
3aBMCKMOM OT 4YenoBeyeckoro pakropa Metone
TOHKOUronbHOWM 6muoncun. Ha yawax BecoB npu
3TOM C OOHOW CTOPOHLI PUCK NPOMYCTUTb pak
LWMTOBUAHOM Xeneabl y pebeHka, a ¢ Apyrom —
npoBegeHne HeoOOCHOBAHHOIO U OMAcHOro
XUPYPruyeckoro BmellatenbcTea. Mo nutepa-
TYPHBIM JA@HHbIM, MOCNeonepaLMOHHbIE OCITOX-
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HEHUs1 B BMAe ruvnonaparupeosa v napanmya
rono0CoOBbIX CBA30K BCTpevawTca B 15% cny-
yaeB Npu BbINOSIHEHUN ONepaunin naxe B crie-
unann3npoBaHHOM [OETCKOM MeAMLUHCKOM
LeHTpe. Bo3HmKkaeT BONPOC: KakoB PUCK OCII0X-
HEHWNI B KIMHWUKE, FOe 9TW onepaumm BbINOHSA-
loTCsA anusoamndeckn? JaHHoe 0OCTOATENbCTBO
noaTBepXaaeT HeobXoAMMOCTb LieHTpanu3a-
LMK 9TOM KaTeropum 60onbHbIX U Bbibopa neveb-
HOM TaKTUKK cyrybo MHOAMBUAOYaANbHO HA OCHO-
BaHMK BbiICOKOCNEUUPUYHBIX 1 BbICOKONPOhEC-
CMOHAaJIbHO MPOBEAEHHbLIX MeTOO0B 00cneno-
BaHUSA. VIHbIMM CcnoBaMu, pelleHune O0JIKHO
ObITb MPUHATO MNPU YETKOM B3aMMOAENCTBUM
cneumanmcToB, obnagalowmux OonbLMM OnMbl-
TOM B 06/1aCTU KIIMHUKN, YNIbTPA3BYKOBOW anar-
HOCTUKM U NaToMOopPdONorum y3noBbix 3abone-
BaHUM LUMTOBUOHOW XENE3bl Y AETEN.

3a 2016 r. mbl npoonepupoBanu 46 neten
Nno NOBOAY Y3NOBbIX 0O0pPa30BaHUI LWMTOBUA-
HOM xenesbl, U3 HUx 14 OONbHbIX pPakOM
(B 12 cnyyasax — pasnunyHbie BApUaHTbl Nanui-
NAPHON KapUMHOMBbI, OAUH cnyda ONNKY-
NAPHON KapUMHOMBI U OAUH — MenynnspHOro
paka B COCTaBe CMHAPOMA MHOXECTBEHHOW
9HOOKPUHHOM Heonnasum (M3OH) 2B). Y 4 na-
LIMEHTOB OblsT KONNOWAHLIN 300, y 28 — dponnu-
KYNsipHble afeHoMbl. eTam ¢ nanuanspHbIMuy
BapmaHTamMm paka LWNTOBUOHOW Xenesbl B Nno-
naBnsoLEemM OONbLUNHCTBE cllyyaeB Ha Oase
OHL, 6bina npoBemeHa paguonoaTepanus.
Takum o06pas3om, 60NbHbIM C 9TOW NaTosornen
Ha 6a3e eanHOro LeHTpa Oblsia okasaHa MHOMO-
KOMMOHEHTHas NOMOLLb B NOJIHOM OObeMe.

NMartoAorus
OKOAOLLUNTOBUAHDBIX Y>KeAe3

Onyxonm OKOMOLMTOBUOHbIX Xenes B OeT-
CKOM BO3pacTe KpalHe peakoe 3abonesaHue.
Hamu onepmpoBaHO ABOE NaUMEHTOB: AeBOYKa
C napaTtMpoMoi (BbIMNOJIHEHO yAaNeHune Oony-
XONn) U ManbynK C NapatmpomMon B COCTaBe
cumHgpoma M3H 1 (BbINOAHEHO yoaneHue age-
HOMbI 1N OKOJIOLWMTOBUAHbIX Xenes, a Takxke ay-
TOTpaHCcnAaHTaums O4HOM OKOJIOWMTOBUOHOMN
>Xenesbl B Nneveny4eByto Mbilily). OnbIT noka-
3aJ, YTO CJIOXKHOCTb 3TOMN KaTeropuy nauuieH-
TOB 3aKJ/IO4aEeTCs He TOJIbKO B XMPYPruieckom
MCMNOJIHEHUN, HO WU BedeHUM nocrneonepaym-
OHHOrO NMepmoaa: KOPPEKLN BbIPaKEHHbIX, Obl-
CTPO BO3HMKAKOLIMX U MPOrpecCupyolmx BO-
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AHO-3N1IEKTPOJIUTHBIX HapPYLUEHW MPU HU3KOM
nopore 4yBCTBUTENIbHOCTW Y AeTell, CBA3aHHOM
C BO3pPaCTHbIMW 0COOEHHOCTAMWN HEPBHOW CUC-
TeMbl W, B YaCTHOCTU, C GOJbLLION CKOPOCTbIO
npoBeaeHNs HEPBHOIO UMIMYJIbCa.

3060AEBAHNS HOAMOYEYHNKOB
Cnepytowas rpynna 60/bHbIX, Ha KOTOPYIO
XOTenocb Obl 00PaTUTb BHMMaHME, — 9TO OeTH
C BPOXOEHHbIMU 1 NpUodpeTeHHbIMK 3abone-
BaHUSIMW HaAMno4e4yHUKoOB. OPMOHaNbLHO ak-
TUBHbIE OMyXONM, Yy3efkoBad runepnnasuns
Haano4Ye4yHUKoB, cUHAPOM WueHKo—-KyuwmnHra
BCTpPeYalTCsa B AOETCKOM npakTuke KpanHe
penko. TpeboBaHNS COBPEMEHHOW MeOULMHbI
06ycnoBnNMBalOT HEOOXOAMMOCTb BbIMOSIHEHUS
BbICOKOTEXHONOIMYHbIX, B TOM YMCNE SHOOCKO-
MUYECKUX, XUPYPrUH4ECKUX BMELLATENbLCTB Ha
Haano4Ye4yHuKe y aeTein ¢ ykasaHHbIMn 3abone-
BaHmaMU. K coxaneHuto, y AeTCKUX XMPYProB
LLUMPOKOW MPakTUKN OTCYTCTBYET 4OCTATOYHbIN
OMNbIT B OTHOLUEHUN NEYEHNST 3TON KaTeropum
naymeHToB. VHaye roBops, CMNeuuanmcTos,
CMOCOOHbIX BbIMOJIHUTL HEobXoaMMble onepa-
umun, egnHuusl. Kpome atoro, HE0H6Xo0AMMO CO-
BPEMEHHOE J[O0porocrtosiiee obopyaoBaHMe.
OTO AMKTYeT LenecoobpasHOCTb KOHLIEHTpa-
UMM 60NbHbIX B €AMHOM LIeHTPEe Kak ans ynyy-
LUEHNS Ka4YecTBa UX NeYeHns n peadbunutauun,
Tak N C 9KOHOMUYECKOMN TOYKU 3PEHUS.
DeoxpoMOLIMTOMbI OTHOCAT K PeaKMM ony-
xonam. o gaHHbIM AnTepartypbl, Geoxpomo-
LMTOMbl OOHapPYXMBAIOTCS MPUMEPHO Yy OBYX
O0JIbHbIX HAa MWUIJIMOH HacesieHus, No JaHHbIM
HaUMOHaNbHOrO LWBEACKOro permcrpa paka.
OpHako pesynbTaTbl ayTOMCUA, MPOBOANMbIX
B knmHuke Mewno (CLLA), cBuaeTenbCTByiOT
0 OoNnbLUEN 4acToTe 3TUX ONYXOJEen: MPUMEPHO
1000 cnyyaeB Ha MWUIMOH BCKPbLITUA. Takum
obpasom, nopasnsgollee OONbLIMHCTBO (peo-
XPOMOLMTOM MPU XU3HU HE ANArHOCTUPYETCA.
DeoxpoMoUUTOMbI, Kak NpaBuio, NoKanu-
3ylOTCA B Haarno4dedyHukax. Haanoye4yHnkoBbie
deoxpomoumToMbl B 90% cny4aeB OAHOCTOPOH-
Hune. [IBYCTOPOHHME HaOMNOYe4YHUKOBbIE PeOo-
XPOMOLMTOMbI 0OOHapyxmBaloTcs y 35% neten.
OHM o0cobBeHHO 4acTo BCTpedvalTcsa cpeau
OO0JIbHBIX C CEeMEeMHbIMU CUHApPOMaMu, 00y-
CNOBNEHHbIMU LIeNbIM PSO0M MyTaLWA.
Onyxonn Hagno4ye4yHUKOB MOTYT Mnpopac-
TaTb B COCEOHME OpraHbl, a Takxke B Haanoyey-
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HUKOBYIO U HUXHIOKO MOJYIO BEHbI, YTO NPUBOAUT
K MOMaAaHnIo PaKOBbIX KITIETOK B KPOBOTOK U Me-
TacTasmpoBaHUO onyxoan. Pasamepbl Heoxpo-
MOLIMTOM KONEeOBITCa OT MUKPOCKOMUYECKUX
[0 OrpoMHbIX (6onee 3000 rp.).

XpomadPuHHblE HEOXPOMOLMTOMBI — 3TO
BHEHaANO4Ye4YHNKOBbIE NMaparaHrMoMbl, Pas3Bu-
BalOLLMECH U3 CUMMNATUYECKNX FaHmmeB. Ha nx
JOM0 NPUXOJUTCS OKOJMO TPETU BCEX Peoxpo-
MoumTom y geten. NpumepHo 70% Takux ony-
X0nen nokanuayeTtca B OpPIOLWIHOM MOoCTn —
BO/IM3M NMOYEK MU aopThbl. 3a0PIOLIMHHBIE Na-
paraHrimomMbl MPUMEPHO B MOJIOBMHE CIly4YaeB
ABNSOTCA 3N10Ka4YecTBeHHbIMU. B 30% cny4yaes
rnaparaHrimomMbl JIOKaNMU3yTCs B rpyaHONn mno-
noctu. MpumepHo B 50% cnyyaeB naparaHmm-
OMbl CEKPETUPYIOT HopaapeHannuH 1 HopmeTa-
HEeDPUH.

HexpomadppunHHble napacuMnaTudyeckme
naparaHrmmMoMbl, Kak npaBuio, JI0KanmM3ylTcs
B 06nacTy rofioBbl U LWen. B otnnymne ot Xpom-
aPOPUHHBLIX MaparaHrnmoM OHU CEKPEeTUPYIOT
KaTexonamMmuHbl He 6osblle Yem B 5% crny4aes.

BonblWMHCTBO peoxpoMouUnTOM — crnopa-
anyeckme, XOT9 B 3HAYUTESIbBHOM 4YUCNE 3TUX
onyxosier 0OHapyX1BaKTCS COMaTUYECKME MY-
Tauumn. C BHeAPEHMEM METOA0B FEHETUYECKOIO
aHann3a BbiIICHMNOCL, 4TO 20-30% O60sbHbIX
Cc deoxpomMounTOMaMn U MnaparaHrmmomMamm
ABMSIOTCA HOCUTENSIMM MyTaumin. Tak, y Kax-
noro pecatoro 60/bHOr0 C OOHOCTOPOHHEWN
deoxpomounTomor obHapyXmnBatoTCa MyTaLum
reHa VHL (ren 6one3Hu rvmnnena—-JinHgay).

MpumepHo y 10% 605bHbIX C HGEeOoXPoOMOoLM-
TOMaMM K MOMEHTY YCTaHOBJIEHUS OmarHo3a
yXe nmMmelTcs metactasbl. Ewe y 5% 605bHbIX
MeTacTasbl MOSABALAIOTCS B TeYeHmne nocreayto-
wmx 5-20 net. MaparaHrnombl GbIBAIOT 3/10Ka-
yeCcTBeHHbIMM Yauwe (B 30-50% cnyyaeBn).
PaHHee BbISIBNIEHME OMyX0nu, BEPOATHO, CHU-
XaeT pucK MeTactasuposaHus. MeTtacTasbl
cnenyet oTamyatbh OT A0O6POKAYECTBEHHbIX Ma-
paraHrmnoM, MYAbTULEHTPUYECKNX MNaparaH-
rIMOM, BTOPOWM (PeOXPOMOLIUTOMbI U OMNyxXoJen,
Pa3BMBLUMXCS U3 KJIETOK, Monaslimnx B OptoLl-
HYIO MONIOCTb BO BPEMS Onepaumn.

Mpu meTacTasax peoxpoMOoLUTOM 1 Nnapa-
raHrmroOM MPOBOAAT xumuoTepanuio. OgHa 13
NpPeasioXXEHHbIX CXEM XMMMOTEPanUU BKIOYa-
eT BBeaeHne umknodpochammnaa, BUHKPUCTMHA
1 pakapbasuna [8, 9].
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Paszsutme aHAOKPUHHOM XUPYPrum AETCKOro Bo3pacTa

U.N. AeaoB v CoQBT.

Hamu onepupoBaHbl 8 geTen ¢ natonormen
Haano4Ye4yHnKoB: Tpoe OO0JIbHBbIX C CMHOPOMOM
Mmnnena-JinHpay; oauH pebeHOK No noBoay
MHUMAEHTaNnoMbl (MO uToram Mmopdoaormm oka-
3aBLUENcsa HernpoPrnbpomomn); oauH pebeHoK rno
NnoBOAY SHAOTENUASIBHOM KUCTbI, OAWUH — MO MNO-
BOOY MEPBUYHOIr0 runepanbaecTtopoHnU3ma,
OOMH — MO NoBOAY Y3ENKOBOW runepnnasum
KOpblI HaAnNo4Ye4HmMKOB, 1 ogHa AOeBO4YKa 16 net
onepupoBaHa no NoBoay aapeHOKOPTUKANbHO-
ro paka (puc. 3 a, 6). B ocHOBHOM agpeHan-
IKTOMUA BbIMOJIHEHA nanapockKkonmn4eckun,
ABaXKAbl ornepaunsa BblMoJIHEHA OTKPbLITO — OAVNH
GonbHOM OblN C naparaHrmMoMonr (0nyxosb
pacrnonaranacb Ha aopTe, 4YTO 0OYyCNOBAMBANO
KpanHe BbICOKUI PUCK KPOBOTeEYeHus). B cny-
Yyae agpeHOKOPTUKaNbHOro paka BblIMNOJIHEHA
nomMboTopakodpeHynoTomms (puc. 4).

MaroAorusa runodusa

Onyxonn xua3smanbHO-CeNSPHON 061acTu
penko BCcTpeyarTca y aeten (0kono 6% no cpas-
HEHMIO C B3POCNbLIMK) N NPeacTaBsioT pas3Ho-
pPOAHYto rpynny. B 60nbLLINHCTBE CBOEM 3TO A0-
OpokadecTBeHHble onyxonu. Okono 80-90%
COCTaBNAOT KPpaHNODAPUHIMOMbI, pexe BCTpe-
yalTcsa ageHoMbl rmnodusa (ropMOHanbHO
aKTUBHble M HeakTUBHble). Bce ocTasnbHble
onyxonn (repMrUHaTUBHO-KIETOYHbIE, OEPMOU-
Obl, TWOMbI U T.A4.) BCTPEYaKTCS 3HAYNTENBbHO
pexe. HecMoTps Ha TO 4YTO BGOMLLUMHCTBO 9TUX
onyxofien SABNAOTCA A00pPOKAYECTBEHHbLIMU,
BbICOKM PUCKN Pa3BUTUS Pa3JINYHbIX OCJTOX-
HEHWIN, CBSA3AaHHbIX C HEMOCPEACTBEHHbLIM BO3-
OENCTBMEM OMyXOSM Ha OKpyXatkllme aHaTo-
MUYECKNE CTPYKTYPbI (Macc-addeKT) nnn rop-
MOHa/IbHbIMU HapyLleHUsiM1U B BUOE runep-
M rmnocexkpeunn runoduaapHbIX FOPMOHOB.

YuynTtbiBass pas3HOPOOHOCTb MaToNOrnm
B 3TOW 06nacTun, 4pes3BblHanHO BaXHa rnpaBusb-
Has guddepeHumnanbHaa gnarHocTmka, KoTo-
poi ypaetca gobutbca Gnarogaps ycoBep-
LWEeHCTBOBAHUIO HENpPOBM3yan3aLNOHHON
TEXHUKN WU TFOPMOHa/IbHbIM WNCCNeaoBaHUSM.
B 3aBMCMMOCTU OT pPe3ynbTaTOB AMArHOCTUKN
M onpenensieTca MeToq JIeYeHUs — Xmpyprus,
MedukaMeHTO3Had Tepanus, nydesas Tepanus,
XuMmoTepanums.

3a nocnegHue pgecatunetus oGnarogaps
YCOBEPLUEHCTBOBAHUIO MUKPOXUPYPTrNYeCKOWn
TEXHUKN U LUMPOKOMY BHEAPEHUI0 MaslonHBa-
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Puc. 4. KT 60nbHOro ¢ naparaHriMoMoi.
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3MBHbIX METO0B XMPYPrnyeckom TEXHUKN (UC-
NoJSIb30BaHNE 3HOOCKOMUYECKON TEXHUKN) Ha-
6104aeTCHa 3HAYUTESBbHbIV NPOrPEeCC B yyylle-
HUWN PE3yNbTaTOB JIeYEHUS N CHMXXEHUN PUCKOB
VMHTPa- 1 NOCNeonepaunoHHbIX OCNOXHEHWUIA.

B otmeneHumn Henpoxupyprim IHL, (3aBe-
aywowmnin otgenennem Mpuropbes A.1O., xmpyp-
rm A3msaH B.H., MeaweHko O.B.) naymeHTam
pas3fiMyHbIX BO3PACTHbIX FPynn MpPOBOAUTCS
TpaHcHa3aNbHOe TpaHccheHonganbHoe yna-
NleHne Onyxonen xumasmanbHO-CeNspHOn
obnactm ¢ NpUMEHeHMeM 3HAOO0CKOMUYECKOM
accucteHumn. B oToeneHuun Henpoxmpyprum
Ha HacTosiLee BpemMsi OblIO MPOOMNEPMPOBAHO
22 nauyeHTa B Bo3pacTte 9-18 net. Bce ynaneH-
Hble OMNyxonu NpeacTaBAsaIM cobor ageHOMbI
rmnodumnsa ¢ PasIiM4YHON FOPMOHAIbHON aKTUB-
HocTblo (AKTI-npoayumpytowmne, CTI-npoay-
umpylowme, nponaktuHombl). B 94% cnyyaes
nony4yeHa pemmccus 3aboneBaHus.

HapyweHnsa opMnNpoBAHUNS NOAC
PaboTta B obnactu M3y4eHUs U JieHeHus,
B TOM YMCNE XMPYPrUYeCKOro, HapyLeHuin oop-
MUPOBaHMS Nofia Hadata B cTeHax MHcTuTyTa
3HOOKPUHONOTUN N XUMUU TOPMOHOB (HbIHE
OHAOOKPUHONOINMYECKNIA HAYYHbIA LEHTP) YyXe
6onee yem 40 neT Hazag. 3anoxeHue ¢pyHOa-
MeHTa TECHO CBSI3aHO CO MHOIMMMU MMEHaMMW,
HO NpeXxae BCero C MMeHeM 3amevyaTesIbHOro
rMHEKO0ra-3HA0KPUHOMOra, CTapLlIero Hayu-
HOro coTpyaHuKa MHCTUTyTa 3HOOKPUHONOMNN
N XUMUN FTOPMOHOB, KaHOuAaTa MeOMLMHCKNX
Hayk [ony6eBon MpuHbl BsyecnaBoBHbI — OA-
HOro M3 OCHOBOMOJIOXHUKOB CO34aHUS “Hayku
o none”. YenoBek aHUMKIONEONYECKNX SHAHWUI,
HaCbILLEHHbIV CBeTALLencs Ntob0oBbIO K 0AAM,
MPOHU3AHHbIA NOEAMU HACTOSALWEro rymaHms-
Ma, VMipnHa BsuecnaBoBHa, 03a00TACh TPYAHbIM
NOJSIOXXEHNEM NI0AEN, CTPadaloLLMX TPaHCCEeK-
Cyann3momMm, NMepPBON B HALLEW CTpaHe B Havane
CEMNAECATHLIX FOO0B NPOLUIOr0 BEKA BbIMNOHN-
na 9 onepauuii No cMeHe nona. foabl PaboThl
M TPYAOHbIX AUCKYCCUIM NO3BOMMAU ONPEeaennTb
rpaHunLbl U codep>XXaHUe HOBOIro HarnpaBieHUs
NCCNenooBaHU, OxapakTepu3oBaB €ro Kak
“pasBuTME Hayku O Nosne”, NapuTeTHO N3yvalo-
LLEro MYXCKYIO M XEHCKYI MosioBble cdephl,
noag4YepkHyB MNpv 3TOM MYNbTUANCUMMNNUHAP-
HOCTb HanpaBfieHUA N TPYOHOCTU MOArOTOBKMU
crneuyanmncToB B 3TOM obnactu, kotopas ¢ak-
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TUYECKN HOCUT MHOMBUAOYANbHbIN (“LUTY4YHbIA”)
xapakTep.

B HacTosEee Bpemsa npoaoskaetca pabo-
Ta no U3y4eHIO CAI0XHbIX BONPOCOB GOPMUNPO-
BaHWUs OpraHoB pPenpoaykKTUBHOM CUCTEMBbI,
dopmMUpoBaHUS Mona, BKIKYAA ero CTPYKTyp-
HO-OMHAMUYECKYID unepapxuto. llogyepknea-
IOTCS CBA3W MeXy reHeTUKoM, ambpuonoruen
M KIIMHWYECKOW NpakTuUKon. 3TO eLle pas noa-
TBEPXOAET MbIC/Ib O TOM, 4TO 6€3 KOMMNEKCHbIX
3HaHUN HEBO3MOXHO MPaBUJIbHO MCTOJNIKOBbI-
BaTb T€ WIN WHble COCTOSAHUSA, OCOOEHHO
B CBA3U C HapyLLeHaAMK GOpPMUPOBaHKS Mona.
M3BECTHO, 4YTO OLIMOOYHLIE TPAKTOBKN U POp-
MYIMPOBKM BeAyT K BbIOOPY HemnpaBWJIbHbIX
peweHnin U NOPOYHbIM AENCTBUSM, OTpuua-
TeNbHble pe3ynbTaTbl KOTOPbLIX MOTMYT MPOSIBUTb-
CSs1 CNYCTA MHOIO-MHOIO fieT. Takum npmmMmepam
M3 MeOVLVHCKOWM MpakTuUKn, 0COOBEHHO 13 CO-
LManbHOW HaLLEN XN3HU, HECTb Yncha.

Henb3s NponTtm MMUMO CYXAEHW, nepuo-
OMNYECKM BbICKA3bIBaEMbIX B KyJyapax, a TO U
C LEeHTpanbHOM TpUOYHbI eBpornenckux ¢opy-
MOB creumanuctaMmu, B 4aCTHOCTU OETCKUMU
3HOoKpuHonoramu. MoagoOHbIe BbiCKa3blBaHMSA
MOSIBUSICb N HA OTEYECTBEHHbIX HAay4HO-MNpaK-
TUYECKMX KOHepeHumsx. Bo Bcakom cnydae,
3TO 06CYXAaN0Ch HA CUMMO3nymax “PaputeThl
reHnTanbHOM xupyprun” n “Xupyprmsa natono-
rmn penpoaykTuBHOM cuctembl” Bcepoccuin-
CKNX KOHDEepPeHUMn eTCKMX XMPYProB, MPOBO-
OMMBbIX B pamkax cootBeTcTBeHHO Xl n XII Poc-
CUNCKNX KOHFpeccoB “NHHOBALVIOHHbIE TEXHO-
orvn B negmaTpun n AeTCKom Xxupyprum” B OK-
TA6pe 2012 r. u okTabpe 2013 r. B Mockse,
a Takxe Ha VI MOCKOBCKOIM ropoAacKOn Hay4yHO-
MPakTU4eCcKkon KOHdEpPEHUUN OETCKUX 3HAOO-
KpuHonoroe B Hosibpe 2012 r., Ha OOLwecTBe
neTckmx xmpyproe Mocksbl 27 Hos6psa 2014 r.
OTV HOBbIE CYXOEHMS CBOASATCA K TOMY, 4TO
HaOO0 CTPEMUTbLCS K PaHHEMY YCTaHOBJIEHMIO
BapuaHTa HapyweHusa ¢opmbl NonoobpasoBa-
HUS, HO NpK 3TOM He cnegyet dopcmpoBaTb
Ha3HayYeHne TOro MW OpPyroro nonaa nauneHTy
M BCEX €ro Mepapxmyeckmx COCTaBASAIOLLMX.
Tem Gonee 3akpennsaATb 3TOT MNOJ B COOTBET-
CTBYIOLLIMX IOPUONYECKNX JOKYMEHTaxX 1 NPOBO-
ONTb Kakme-nmbo nnacTu4eckue ornepauuu.
[0 MHEHUI0O CTOPOHHUKOB 3TOW MO3NLUN,
MOXHO cuMTaTb Oonee uenecoodpasHbIM O0-
XMNOaTtbCs COUManbHOW 3PesiocTy nauyeHTa u

© “DHpoKpUHHag xmpyprusa”, 2017



Paszsutme aHAOKPUHHOM XUPYPrum AETCKOro Bo3pacTa

U.N. AeaoB v CoQBT.

npeanocTaBUTb BO3SMOXHOCTb eMy CaMOMYy YyXe
OCO3HaHHO BbIOpaTb GOpPMYy €ro aasbHenLero
“nononpoxmBanuna”. lpennoxeHne 3amMaHyu-
BOE 1 Bpoae Obl OTBEYAET COBPEMEHHbIM Tpe-
60BaHMAM “OOHOBOKOM AemMoKpaTusaumm Bce
n Bca”. Ecnm yyecTb Hawm cnabble NO3HaHUS
reHaepHbIX 0COOEHHOCTEN (OPMUPOBAHUSA
LLeHTpaJIbHON HEPBHOW CUCTEMbI N (paKTUyec-
KOe OTCYTCTBME CBEOEHW O FEHETUKE MOoo-
BOIro NMoBeaeHua (oaxe camMo rnoHatve “non” He
nonyynno noka ob6uenpudHaHHon dopmynm-
POBKMW), TO B 3TUX CY>XOEHUAX, BOBMOXHO, N €CTb
KakoWm-TO CMbICI1, HO HEOTYETNMBLIN, HEONpPeae-
JIEHHbIN, TMaBHOE — HEe YYUTbIBAIOLWMIA peanmn
KN3HU, XOTS B KaXKO0W CTpaHe OHU (peanun)
ceon. Kpome TOro, co3partTcd BPEMEHHbIE
ycnoBus ang npebbiBaHUS MNaUMEHTOB B Tak
Ha3biIBaeMoM “TpeTbem none”. Cpasy BO3HMKa-
€T MHOI0 BOMPOCOB. lNepBbii N3 HUX: “A B Kakomn
OOLLECTBEHHbBIN TyaneT WM OOLLLECTBEHHYIO
6aHto 9 Mory 3axoauTb? A nowen nnn nowna?” —
n 1.0. Takomy cybbekTy npebbiBaTb, pacTu U
pa3BMBaTbCS B COUMYME OYEHb TPYAHO, ECNU HE
ckasaTb NPaKTUYeckn HEBbIHOCMMO. Tem bornee
nocTynart “BHe Nojia gaxe Ha CeKyHay XUTb He-
BO3MOXHO” OCTaeTCs, Kak npencraBnsieTcs,
noka He3blbonembiM. BmecTe ¢ TeM Henb3s He
BCMOMHUTb O TOM, YTO B Takmx CTpaHax, Kak
AscTpanus, Hoeasa 3enanaus, MNakucTaH, a Te-
nepb BOT 1 lepmanud, npuHUMn “goxmaoatbes
NOSIOBOM M couMasNbHOM 3PENnocTU nauueHTa
N NpenocTaBUTb €My CaMOMy 3aTeM BbIOOp
dopmMbl ero  “nononpoxuBaHna” BO3BeAEH
B paHr 3akOHa. OTO COMHUTENIbHOE PELLEHME,
KaKk MWHUMYM CMOPHOE, HO OHO CYLUECTBYET.
Kpome TOro, npobnem mncuxmaTpuyeckoro
M CEKCOJIOrM4eckoro nopsiaka y nogpocLumx
NMauyeHToB JOBOJSIbLHO MHOI0, XOTS XMpyprmye-
cKasl 4yacTb NpobnemMsbl pelleHa y 00NbLUMHCTBA
M3 HUX Ha BbICOKOM TEXHWYECKOM YPOBHE.
[MoyeMy y HEKOTOPbIX N3 HUX NPOSABASAIOTCS a/e-
MEHTbl FOMOCEKCYas/IbHOCTU; NOYEMY Y APYrnX
BO3HMKAIOT BOMPOCHLI CEKCONOrMYECKOro Xxapak-
Tepa? lNonaraem, 4TO C YTOYHEHMEM BCEX Napa-
MeTpOoB (pOPMUPOBaAHMS Nona, 0COOEHHO B BO3-
pacTHOM ero acrnekTe, ynoMsaHyTble NpodnemMsbl
conayT Ha HeT. N Torga otnageT 3a HeHagobHo-
CTblO pelleHne COOTBETCTBYIOLUUX HYUHOBHU-
YbUX CTPYKTYP, MO3BONSAIOLLEE MYXKXHMHAM, OLLLY-
Laowmm cedbsa B NPOTMBOMONOXKHOM XEHCKOM
nosne, Mpu OCTPON HEOOXOOVMMOCTM OTMpaBne-
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HUS GM3MoNoOrnyeckmnx GyHKLMn cBoOBOJHO UC-
NMnonb30BaTh OOLLECTBEHHbIE XEHCKUE TyaneThl,
M HaobOpPOT, XEHLUMHAM, OoLuyLlalWmnm cebds
(UMEHHO TOMBbKO OLUyWaKWMM) B NPOTUBOMO-
JIOXKHOM MY>XCKOM oJfie, MCNoJib30BaTtb CBO-
00OHO OOLLECTBEHHbLIE MYXCKWE TyasNeThbl, Kak
3TO cenyac HabnoaatoT B lfepmanum [10].
KaTteropwus naymeHToB C HapyLleHmnem pop-
MUPOBaHKS Nnofnia O4eHb HeOAHOPOOHA MO 3TNO-
NOrnMn Npu OOLLHOCTU KJIMHUYECKUX MposiBie-
HWI, 4YTO OOYCNOBMBAET HA CErOAHALLHNI OEHb,
K coxasieHunto, O0JblLOe KOSIMYECTBO OLUMOOK
npuv BbIBOpE Nona, BbIMOJIHEHUN XUPYPIUYECKUX
BMELLATENbCTB U MCUXOCOLUMANBHOM N CEeKCy-
anbHOM apanTtauuy nauneHToB. HapyweHune
dopMUpoBaHNA Mnona MOXEeT ObiTb CBSA3aHO
C reHeTUYECKUMU MyTaumsamMmn, o0ycIoBNMBalO-
wmmMmmn gedekT cuHTe3a MONOBbIX FOPMOHOB,
CHWXEHME PEeLEnTOPHON YYyBCTBUTESIBHOCTM
K HMM, XPOMOCOMHbIMW aHOManMaMun, NMpuBo-
OAWLNMN K ONCreHe3nn roHag, n OpyruMm
dakTopamMy, NOPON HACTONLKO PedKMMK, YTO
OOHO3HAYHO WX MHTepnpeTnpoBaTb OblBaET
O4Y€eHb CJTIOXHO. Bcex aTux nauyeHToB 00bean-
HAEeT MHTEPCEKCyanbHOe CTPOEHUE HaPYXHbIX
MoNoBbIX opraHoB. C no3vuum xupypra npu
OONbLUMHCTBE BAPUAHTOB BO3MOXHO NMpoBeae-
HMe KaK PEMUHN3UPYIOLLEN, TaK N MACKYJTUHU-
3upytoLLen nnacTukm. Ho npm aTom BeIOOP Nona
[OMKeH OblTb OBOCHOBAH OMNTUMAaJSIbHOCTbIO
nporHo3a peabunutaumun. na aTOro Heob-
XOOAMMO TMOHMMaHME CJIOXHOCTU MPoONEeMbl,
MYNbTUANCUMMAVMHAPHBIA NOAXOA W Hanm4une
COBPEMEHHbIX ANArHOCTUYECKUX, B TOM YMCNe,
YTO OYEeHb BAXHO, FEHETUYECKNX, TEXHONOIMA.
Bbibop neuyebHOM, 1 rmaBHbiM 00pPa3oM XmMpyp-
rM4yeckon, TakTWUKM 3adacTyio OygeTt cyrybo
MHOMBUAOYANbHBIM, 3aBUCSLLMM OT LLeNoro psaaa
0BCTOATENBLCTB: MEAULMHCKUX, COoLMaNbHbIX
1 BPpEMEHHbIX. VMIHaye roBops, Ana 3Ton kaTtero-
puvn NaUMEHTOB MeAVLMHCKAst MOMOLLb A0KHA
ObITb NEPCOHaNM3NPOBaHHON. YTO Xe kacaeTcs
XUPYPrU4eCcKom TEXHUKN, TO OMbIT MOKa3bIBAET,
4YTO MNPM NPOYNX PABHbIX YCIIOBUSAX, @ UMEHHO
3HaHUM 3MOPMONOrn, NATONOrMYECKOM aHaTo-
MU N OMbITE NIACTUYECKMX OrnepaLuuiin no Kop-
pekumu nona, y AeTen nopowm He TOJSIbKO PYKKU
XMpypra urpatT BaXHYIO POJib B yCnexe, HO n
BbIOOP KOHKPETHOW onepauyn, OCHOBAHHbIM HA
NporHose 3aboneBaHus. Tak, NPy HAPYLUEHUSX
dopmupoBaHma nona 46 XY ¢ OTCYTCTBUEM
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Puc. 5. a, 6 — peMuHM3npyoLLaa reHUTonIacTuka Ao 1 Nocse onepaTUBHONO JIe4YeHUs.

aHOPOreHHOM CTUMYNSAUMM BO3MOXHO MpoBe-
OEHME MaNOTPaBMaTUYHBLIX HEMUHNINPYIOLLINX
METOAMK, 3aK/TI0YaIOLLMXCS B COKPbITUM KaBep-
HO3HbIX Ten 6e3 ux pesekumun. K coxaneHuto,
3Ta MeToAuKa Hernpuemsema y AOeBovek
C BPOXOEHHOMN ONCEHYHKUMEN KOPbI HaOno4ey-
HMKOB, KOTOPbLIE C MO3NLMN OETCKOro Xmpypra
B OONbLUIMHCTBE CJlydaeB paccMaTpuBaloTCs
Kak 60JibHble C HapylleHneM (GpOopMUPOBaAHKS
nona. NMpobnema obycnoeneHa Tem, 4To B Oy-
OYLWEM Y 3TUX BOSIbHbIX HEBO3MOXHO FrapaHTu-
poBaTb OTCYTCTBME 3MNM3040B, a TO U LENbIX
nepnuoaoB rmnepaHaporeHnn, oCobeHHO npwu
cnaboi KOMMMIAaeHTHOCTU nauneHToB. CTumy-
N9UNSA XKe OCTaBJ/IEHHbIX KaBEPHO3HbIX Ten
aHaporeHamum obsa3aTtenbHO NMpuBedeT K WX
POCTY M 3HAYMMOMY YXYALIEHMIO KOCMETU-
4eCcKOoro pesynbsrtara onepaunmm, a Takke PyHk-
LMOHasNbHbIM NpobemMam.

HemanoBaxHbIM IBASIETCA W OCHALLEHue
onepaunoHHon. Mlcnonb3oBaHue ynbTpa3ByKo-
BOrO Ckanbnesns Hapsgy C MOHO- 1 6unonsap-
HOW gmaTepMuen NO3BOANAO HAM CYLLLECTBEH-
HO YNYYLWNTb pPe3ynbTatbl MHTPOUTOMNIACTUKMN,
Ha NOPSAOK COKpaTMB KPOBOMOTEPIO, U, Kak
cneacTteue, oNTUMU3NPOBATb CYLLECTBYIOLWLME
METOANKN 3a CYET 3HAYMMO Nyyllen B1u3yanu-
3aLMmM B YCNOBUSAX CYXOro onepaLunoHHOro nons
M NPELU3MOHHOI0 NPUHLMNA OnepaLmnii.

3a rog Mbl MPOBENM pad MaCKyJINHU3U-
pyloLWnX n GeMUHN3NPYIOWMX onepaumin y 92
oeTen C pasnnYHbIMMU HapyLleHnaMmn GopmMin-
poBaHus nona (M3 HUX 45 ¢ BPOXAEHHOW AUC-
dyHKLUMEN KOPbI HAANOYEYHNKOB 1 47 ¢ apyrn-
MU BapmaHTaMm HEONPEeAENEHHOCTM nNona).
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Yyactmne aHOOKpUHOMIOra Heob6XoaANMMO OJis
oonee apPekTMBHOW aganTaumm B BbIOPaHHOM
rnosie 1 3a4acTylo MO3BOJISET YAYULLNTb XUPYP-
r’MYeckUin pesynbTaTt, a WHOraa YMEHbLUUTb
KONMYEeCTBO onepauun. Ona OOCTUXEHUs on-
TUManbHbIX Pe3ynbTaToB HeobxoaMma rnpeem-
CTBEHHOCTb W COBMeCTHas paboTa pa3HbIX
CneunanncToB (XMpPyproe, ypoaoroB, rmHeKo-
NIOroB, 9HOOKPWUHOMNOrOB, MCUXOSIOrOB, CEKCO-
MaTonoroB 1 Ap.) Ha NPOTSXKEHUN BCEW XNSHU
naumeHta. To ecTb HE06X0AMMO MOMHUTb, YTO
Takom OONbHOW HyXAaeTcs B KBannpuUMpo-
BaHHOM MNoAAepXke MyAbTUANCUUNINHAPHON
KOMaHObl OT MOMEHTa CBOEr0 MNOSIBJIEHUS HaA
cBeT 0o rmybokon ctapoctu. MNopobHas cxema
OMCcrnaHcepHoOro HabnaeHNa 3a naumeHTamu
C HapyweHnaMu GopMmMpOoBaHMA nosa rnoka-
3ana cBot adpdekTnBHOCTL B DHL, (puc. 5).

neAMdTpM‘-IeCKOSI MOMMOAOIng
M3BecTHO, 4TO YacToTa BbisiBNeHus 3abo-
JIeBaHMN MOJTOYHbIX Xene3 HEeYyKIIOHHO BO3pac-
TaeT, BO3pacT MauMeHToB MosiogeeT. Takas
TEHOEHUMS NPOCnexmnsaeTcs B OONbLUMHCTBE
eBponencknx rocyaapcte. MHorve 3abonesa-
HUSA MOJIOYHbIX Xefe3 B3POC/IbIX KOPHAMN YXO-
naT B geTtcTBo. Mammornormyeckasi noMoOLLb
B3POC/IOMY HAaCeNeHuto okasbiBaeTcs B 00Sb-
LLIMHCTBE CJly4aeB CBOEBPEMEHHO 1 a1eKBaTHO.
OpHako B faHHOWM cdepe NpakTU4eckn He yae-
NgeTcs OOIKHOro BHUMaHUA AeTSM U noapocCT-
KaM, KakoBbIMU MO MMELLUVMCS HOpMaTuBam
cuuTaloT nuu, B Bo3pacTte o 18 net. B peecTpe
MeOMUNHCKNX CrneumnanbHOCTEeN OTCYTCTBYeT
netckuii mammonor. Cpegu cneuvanncToB

© “OupokpuHHas xupyprus”, 2017



Paszsutme aHAOKPUHHOM XUPYPrum AETCKOro Bo3pacTa

U.N. AeaoB v CoQBT.

EE NN

vh

y

Y

TR

il

Puc. 6. a — makpomacTus y gesouku 16 net; 6 — onyxosb
MOJIOYHO Xenesbl (bnbpoageHoma) y AeBoyku 14 ner.

Puc. 7. Jlenguroma: a — ynbTpasBykoBas
KapTuHa; 6 — BHELWHWI BUA; B — UHTpa-
ornepaunoHHas KkapTuHa.
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HeT eaVHOro B3rnsaa Ha ANarHOCTUKY U TakTu-
Ky NeyeHusa OaHHOW naTonormv y oeTten, HeT
LLeHTpanu3auum Takmx OO0NbHbIX, HEe pa3pabo-
TaHbl NPUHUMNbI UX OMCNaHcepu3aumm, Heno-
CTaTO4YHO M3y4eHbl 0COOBEHHOCTV MOPPONOrum
n GU3MONOrMM MOJOYHbIX Xefe3 B OeTCKOM
Bo3pacte, He COOPMYINPOBAHbI KPUTEPUU
NnaToJIOrM4ECKOro nx Pas3BuTus. 1o 0OYCNoB-
NMBaeT akTyasbHOCTb 0OCYyXaaemol TeMbl
1 3aknagpiBaeT GyHOAMEHT ONs Pa3BUTUS HO-
BOrO HarnpaBneHus MeaulMHbl — neguaTpuye-
ckor mammorsnorum [11].

CtaHoBNneHune 1 pasBuTrEe 3TOro Hanpasne-
HUA TakKXe ABNAETCA OOHVMM U3 HanpaBieHui
0eAaTenbHOCTU OEeTCKOro XMpyprm4yeckoro oT-
nenennsa 3HL. Hamn onepupoBaHo 18 peteit;
M3 HUX OHa AeBOYKa N0 MOBOAY MakpoOMaCTum,
4 — ¢ pubpoageHomMamm, ocTasbHble Obin
Masib41KM C TMHEKOMacTunen (puc. 6 a, 6).

OHYXOAVI MOAOBbBIX >KeAe3

Onyxonm NoNOBbIX XeNe3 ABAAITCA peakn-
MK 3abonieBaHNAMM OETCKOro Bo3pacTta. Bos-
HMKAIOT, Kak MnpaBwio, B nepuog MOJIOBOro
co3peBaHua. HYacto o6napaloT BblpaXXEHHOM
rOPMOHANIbHON aKTUBHOCTbIO, MaHUdeCTUpys
npM3HakamMmm npexaeBpeMeHHOro noJsioBOro
pas3BuUTUA U ero HapylleHUs MU, TakuMK Kak
rmHekomMacTus n ap. (puc. 7 a, 6, B). YkasaHHble
CUMNTOMbI 3a4acTyl0 nepsas npuynHa obpa-
LeHMsa 3a MeauUMHCKON nomolbio. Mpeank-
TOpamMu UX BO3HUKHOBEHNSA MOTYT ObITb FEHETU-
yeckme MnOJSIOMKW, BPOXAEHHAs ANCreHesuns
roHag v paxe 6aHanbHbI KPUNTOPXNU3M. Ycnex
NIeYEeHNS 9TUX NALMEHTOB MOJSIHOCTLIO 3aBUCUT
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Puc. 8. loHapob6nactoma y aesodek 46XY/45X0.

OT CBOEBPEMEHHOCTU AWNArHOCTUKW, FNaBHbIM
006pa3om B ykadaHHbIX rpynnax pucka, n B TOM
yucne XMpypruyeckoro eMmellartenscraea [8].

OgHako Mbl, K COXaNeHu, CTONKHYIUCH
C UenbiM psaoM 60MbHbIX C HapyLleHnem dop-
MWUPOBaHMSA MoNa, y KOTOPbIX FOHaA3KTOMMUS
Oblna BbIMOJIHEHA HEOMNPaBAAHHO MO3[HO.
PesynbtratoM sBUNMCb OOHaApPYXEHHbIE MPU
MOpPPOIOrM4eckomM nccnenoBaHnm roHagobna-
CTOMbI 1 AUCrepMMHOMA Y NaLMEHTOK C Kapuo-
Tmnom 46XY n 45X0/46XY. lNpn 3TOM BbICOKNE
nokasaTenn NITEeMHU3VpYyoLWwero nu ¢onm-
KYJIOCTUMYIMPYIOLLErO FOPMOHOB Y HUX orpe-
OEenanucb OUTENbHOE BPEMS, U 3TO, KaK HU
CTPAHHO, HMKOIO HE HACTOPaxXmneano.

3a ncTekwunin nepuoa Mbl Habntoganu 4 oe-
BOYEK C roHagobnactoMmamm, 0OHapPYXEHHbIMM
nocsie NPoBeAeHHOM nanapoCKONMYEeCKON ro-
HaA3KTOMWM MO NOBOAY AVNCreHe3un roHaf Ha
doHe kapuoTtuna 46XY n 46XY/45X0 (puc. 8).

Maroaorus
NOAXKEAYAO4YHOM XXeAesbl

N3 3HOOKPMHHOM NaTONOrnMm NOOXenyaou-
How xenesbl (MX) y neten BpOXOEHHbIV runep-
VHCYJ/IMHN3M SIBISIETCA KpanHe penkon nato-
noruen.

MHCYNMHOMBI CEKPETUPYIOT SHOOTEHHbIN
WHCYIMH aBTOHOMHO U HE3aBUCUMO OT YPOBHS
rMIOKO3bl B KPOBW, Y4TO MPUBOOUT K FMMNEPUH-
cynmHemun. KnmHuyeckasa kapTuHa xapaktepu-
3yeTcsd Hanuyuem Tpuagbl Yunnna, KoTopas
BK/loYaeT B cebs xapakTepHble CUMMTOMbI
rMNOrnnKeMumn, nabopaTopHyo rmnorMKeMunio
MU MNOJIHYIO HOPManu3aumilo COCTOSIHUS Mnocne
BHYTPUBEHHOIO BBEOEHMUS MIOKO3bl. CUMATOMBI
TMNOMIMKEMUN MOTYT ObITb Kak HEMPOrAnKone-
HUYecknmMmn (cnabocCTb, BSNOCTb, COHMBOCTD,
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noMpayvyeHne CO3HaHuS), Tak U agpeHeprmye-
CKUMM (TPEMOP, NOBbLILLEHHbIN anneTuT, arpec-
cus, 6ecnokoncTBo, cyaopormn). NomMmmo aToro,
B Cllyyae OJIMTENbHOro TedyeHus 3aboneBaHus
Y MHOIMMxX naunMeHToB OTMe4YaeTcsl Nporpeccu-
pyloLwuin Habop M3ObLITOYHOW Macchl Tena Ha
doHe runepdarmn. B otamyme oOT B3POCIbIX
MauyeHTOB KIIMHMYECKN 3anN0A03pUTb MMMNOrm-
KEMUIO y neTer ObIBaeT CNOXHO, YTO 06yCnoB-
NIEHO HEecnocobHOCTbLIO AeTel AeTanbHO Onu-
caTb CBOM Xanobbl. Kputepmem nocTaHOBKMU
OuarHosa 4BNsgeTcs Hanmume nabopaTtopHO
noATBEPXAEHHOro OPraHNYeCcKoro rmnepuHcy-
MHM3Ma (MHCYNMH NasMbl B MOMEHT FUMNOru-
kemun >2,0 Ea/n) npu BbiSBNEHUN HOBOOOpPaA-
3oBaHua MX. AnddepeHuyanbHas gmarHocTm-
K& WHCYNMHOM Yy AeTen Oos/mkHa NpoBOAMTLCS
C ATPOreHHbIMU TUAOrANKEMUAMU (MOAKOSIKM
VHCYNNHA, MPUEM CaxapOCHMXAKLWMX npena-
paTtoB) U BPOXAEHHBLIM FUMNEPUHCYINHNSMOM.
[nsa nocnegHero xapakTepeH paHHUI BO3pacT
MaHudecTaumm (go 3 ner).

MHCYAMHOMBI aCCoOUMMPOBaHbI C CUHAPO-
MoM M3BH 1 tuna B 5-10% cnyyaeB y B3pOC/bIX
n B 30-50% y oeten, ogHaKO OHU peaKko ABNA-
I0OTCA ero nepBbiM nposiBneHnemMm. CuHOpoOm
M3H 1 - 310 HacneacTBeHHOe 3abonesaHue,
BbI3BAHHOE AYTOCOMHO-AOMWHAHTHbIMU MyTa-
LMAMN B FEHe-Cynpeccope OnyxoseBoro pocTa
MEN 1. B cTpykTypy cuHgpoma M3H 1 Bxoaar
ONyxosn NapawmToBMOHbIX Xene3 (OHU BbiSiB-
naTca B 6onee yem 90% Bcex crnydaes),
pasnunyHble racTPO3HTEPONaHKpeaTnyeckme
HENPOSHAOKPUHHBLIE OMyXosu (BbISIBASAIOTCS
y 50-60% 60nbHbIX), ONyxonun ageHornnodmsa
(50%) n Hagno4ve4yHnkoB (40%). 3abonesaHue
BCcTpeydaeTcsa cyactoTor 1 : 30 000 -1 : 40 000,
yaule Bcero nposiensietcd B so3pacte 20-30 ner,
a MepBbiIM €ro CMMMNTOMOM SIBASETCHA rmnep-
napaTtmpeos. MIHCYynnMHOMBbI, aCCOLUMMPOBAHHbIE
¢ cumHgpomomMm MOH 1, kak npaBuno, MHOXe-
CTBEHHble, Menkue (oo 1 cm) n pobpokaye-
CTBEHHbIE, OHM MOIYT COY4ETaTbCS C FOPMOHaIb-
HO HeaKTUBHbIMU onyxonamm NMXK. Bepmnoukauns
anarHosa M3OH 1 BO MHOrom onpegensieT Tak-
TUKY BeAeHUs naumeHTa: oO0bemM Xupypruyec-
KOro BMellaTenbCTBa, CKPWHUHI Ha gpyrue
COCTaBfsiloWME CUHAPOMA, a Takke reHeTu-
YeCKOe KOHCYNbTUPOBAHME POOCTBEHHUKOB.
YuuTtbiBasg BbICOKMI PUCK HaIMyua CUHAPO-
MaslbHOrO BapuaHTa, BCEM OETAM C MHCYJIMHO-
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MaMM MNoKa3aHO MONEKYNAPHO-reHeTn4ecKkoe
nccnenosaHune reHa MEN 1.

MHCYyNnMHOMBI, Kak NpaBuno, NpeacTaBnsioT
co00I conMTapHble, MHKANCY/IMPOBAHHbIE Ory-
Xonu Hebonblworo pasmepa (<2 cMm) n B 98%
cny4daes nokanuayoTtcsa BHyTpu K. ManeHbkui
pasmep onyxofen 3aTtpyaHaeT MX TOMUYECKyo
OMnarHocTuky (puc. 9).

B HacTosiLmin MOMEHT Hambonee AO0CTO-
BEPHbIMM MeToAaMun BM3yanm3aumu MHCYNU-
HoMm cumTtatotca MCKT, MPT n aHpockonuye-
ckoe Y3W. NHCYAnMHOMBI, Kak NpaBwumio, rmnep-
BackynsipHble 00pa3oBaHUs, MO3TOMY MEeTOAbl
JIy4eBOW [OMArHOCTUKUM C MCMONb30BaAHUEM
KOHTpacTHOro BewecTtsa 6onee nHbopmaTnB-
Hbl. YyBCTBMTENBHOCTb TpexdasHoW OMHaAMU-
yeckon MCKT npu nokannsauym MHCYAUHOM
coctasnseT oT 30 0o 85% 1 cunbHO 3aBUCUT OT
pasmepa onyxonn. YysctButenbHOCTb MPT
Bbille — pocturaet 85-95%. Hambonee 4yyB-
CTBUTENbHbIM METOAOM B HACTOALUMA MOMEHT
NPuU3HaHoO aHaockonuyeckoe Y3 (~94%),
00HaKO MHPOPMATUBHOCTb MCCNEeA0BaHNS CHU-
XaeTcd B cllyyae nokanmaaumm onyxonan B XBO-
cte DK, a Takoke npm o4eHb ManeHbKUX pasme-
pax HoBoOOpasoBaHus (<5 mMm). B npegonepa-
LMOHHOM Mepuroae onpegeneHme nokanmaaumnm
WMHCYIMHOM MOXeT ObITb AOCTUrHYTO ¢ 100%-
HOW 4YYyBCTBUTENBHOCTbIO KOMOWHaUMen cnu-
pasibHOM KOMMbIOTEPHOW TOMOrpadum u BHY-
TPUNPOCBETHOW (MM 3HAOCKOMNNYECKOW) COHO-
rpapum. MPT MOXET NMOMOYb B AMArHOCTUKE
BHYTPMMNEYEHOYHbIX METACTa30B.

AHrnorpaguyeckmne nccnenoBaHus, BKITO-
yaa Ca?*CCA, 0o HegaBHEro BPpeMEHW akTUBHO
MCMOJIb30Ba/INCb B TOMUYECKOW ANArHOCTUKE
VHCYJ/IMHOM, OOHAKO B CUJTY MHBA3MBHOCTMU 3TUX
METOO0B 1 BbICOKOrO puUcKa pa3BUTUSA OCIIOX-
HEHWI B HACTOSLLEe BpeMs K HUM npuberaioT
JNWb B UCKIIOYUTENBHBIX cnydasax. B nocnea-
HMe roAbl B MPakTUKy akTUBHO BHEAPSIOTCS
M30TOrMHbIE NCCNEOOBAHNS, N3 KOTOPLIX B Amar-
HOCTUKE MHCYINHOM MHPOPMATUBHBIMW CUYMTA-
lOTCA cuuHTUrpadusa peuenTopoB comMmaTocTa-
TUHa, a Takke MN3AT ¢ '8F-A0TA.

OCHOBHbIM METOOOM NEeYEHUS UHCYINHOM
ABNAETCA XMPYPru4eCcKnin, C ycnexom rnpruMeHs-
emMblny 77— 100% 60nbHbIX. MeankaMmeHTo3Hoe
Jle4eHMe B OCHOBHOM MPUMEHSAETCS O/l KOH-
TPONS YPOBHSA caxapa KpoBM B npegonepauu-
OHHOM Nepuoae, y Tex, KoMy NMPoTUBONoKa3aHa
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Puc. 9. [eBouka L., 16 net. MHcynuHoma xBocTta MK
pasmepamn 12 x 10 mm (cTpenka).

onepauusi, unn y 60NbHbIX C Hepe3ekTabesb-
HbIMM MeTacTa3amu B neveHb. [uazokeuna (50—
600 mr/oeHb) aBnsaetca Hanbonee apdekTmB-
HbIM MPEenapaToM AA9 KOHTPONSA TMMOrNKEMNN
(50-60% cuMNTOMOB), U €ro OencTBMe OCHO-
BAHO Ha MPsSIMON CYNpPecCcun npoaykumn NHCY-
nnHa 6eta-knetkamm MX.

YuntbiBas 10T ¢dakT, 410 90% MHCYIMHOM
ABNAIOTCA O00pOoKa4YeCTBEHHbIMW CcoNuTap-
HbIMW OMYyXONaAMKM pas3MepamMmm MeHee 2 CM,
3HyKNneauusa Onyxonu, korga 3TO BO3MOXHO,
MOXET CUMTaTbCA ONTUMalIbHbIM 0ObEMOM XU-
pyprudeckoro BMmeLlartenscTea. o gaHHbIM -
TepaTypbl, SHyKeaunss UHCYINHOMbI OblBaeT
BO3MOXHa B 34-54% cny4yaeB. BmecTte ¢ TEM
pesekuma DK (ToTanbHas vnm vacTtuyHas)
MOXeT ObITb Moka3aHa Npu MHBa3uUM B OKPYXKa-
IOIME aHATOMMYECKNE CTPYKTYPbl U [NaBHbIN
npoTok MX, coMmHeHUn B 0OOPOKA4ECTBEHHOM
XapakTepe NopaxeHusa, a Takke nNpu BoBeYe-
HUKX B MaTOSIOrMYECKMIA NPOLECC PErMOHAPHbIX
nnmooysnos. lNMpn BbINOSHEHUN ONCTaSILHOW
pesekuunmn MX cnepyet CTPEMUTLCHA COXPAHATL
cenle3eHKy, 0COOEeHHO Yy OeTen, YTO NpuUBOAUT
K YMEHbLUEHMIO 4Yucna nocsieonepaumoHHbIX
MHPEKLMOHHBIX OCNOXHEeHUN. [Mpn nokanuaa-
umm onyxonu B ronoske MKy 5,5-16% 60/bHbIX
MOXeT noTpeboBaTbCsA MaHKpeaToayoaeHasb-
Hasa pesekuns. AnbTepHaTBON 3TOMY Yy AEeTen
MOXeT ObITb pe3ekumsa ronoskn MK ¢ coxpa-
HEHMEM OBEHaAUaTUNEepPCTHOM KULIKWA WU Haso-
XXEHNEeM [ONCTaNbHOr0 MaHKpeaToelHoaHa-
CTOMO3a, 4TO ObII0O NUCMNOJIb30BAHO Y OOJIbHbIX
Cc dokanbHOM HGOPMON BPOXAEHHOIO rMNepuH-
cynuMHn3mMa.

Mpu XxMpyprmyeckom nedyeHnn B OONbLUNH-
CTBE HAbGMOOEHMNA NCMOMb3YIOTCS TPAANLIMOH-
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Hble OTKPbITbIE TaNapOTOMHbIE BMELLIATENbCTBRA,
NPeMMyLLECTBOM KOTOPbIX CYMTAOT BO3MOX-
HOCTb MPOBECTMN MHTPAOMNEepaLUMOHHYIO Nnanbna-
umio Bcen MK onsa BbIABAEHUS ONMyXONun, OCO-
OEHHO MNPV MHOXECTBEHHbIX NOKanM3aumsax
MHCYNMHOM. B nocnegHue rogbl ctanu noss-
natbesa nyénukauym o6 ycnewHOM MCMNosib30-
BaHWM Y B3POCIbIX OONbHbIX C UHCYJIMHOMaMM
JlanapocKonu4eckoro AocTyna C WUHTpaone-
paunoHHbiM Y3U K. B gocTynHoM HamM nute-
paType Mbl HalNM TOMbKO ABa HabnoaeHus
NPUMEHEHNS NanapoOCKOMMUYECKNX TEXHOOMMIA
y OeTen C MHCYIMHOMaMu: B OOHOM Cliydae —
3HyKJIeaLnmn onyxonu, B APYyromMm — AucTanbHOMN
pesekunmn MX.

OaoHUM 13 cneunduyeckmx OCNOXHEHUN
XVPYpPruyecknx BMellaTenscTs Ha MX asnaet-
CSl BOBHMKHOBEHME HAPY>XHOro naHKpeaTnyec-
KOro CBMLUA WM NepunaHKkpeaTn4yeckmnx CKon-
neHuin. YactoTa pasBuTUa NOAOOHbLIX OC/TIOXHE-
Hu pocturaetT 23,7%, NPu 3TOM 3HAYUTENbHbIX
pasnnyunii Kak Mexzay aHykieaunen n guctaib-
HOW pe3ekunen, Tak 1 Mexay OTKPbITbIMWU U na-
MapoCKOMMYeCcKMMK onepaumnsiMm He oTmede-
HO. Mo 6onbLUEn YacTn NaHKpeaTN4eCcKne CBULLIN
MOTYT 3aKpbIBATbCS CIOHTAHHO, YTO 1 OTMEYEHO
B NpeacTaBIeHHOM HaMu HabNoaeHUN.

310okayecTBeHHble OOPMbl  MHCYIMIHOM
BcTpeyatoTes B 10% cnyyaeB. Hanbonee yacto
MeTacTasbl NpPY 3TOM BbISIBASIOTCS B MEYEHN,
pernoHapHbix nnmooyasnax, pexe — B KOCTSAX
1 OplolunHe. XMpypruieckoe UccedyeHmne meTa-
CTa30B MOXET MnpoafieBaTb BbIXMBAEMOCTb
OO0NbHbIX CO 3/10KA4€CTBEHHbLIMU UHCYNMHOMA-
MW.

MauneHTbl ¢ 4OBPOKAYECTBEHHOM UHCYIN-
HOMOW UMeIOT 6/1aronpPUATHBLIN NPOrHO3 C ycre-
XOM XMPYPruyeckoro neveHna B 77-100% cny-
yaeB. B npoOTHMBOMNONOXHOCTb 9TOMY Y MaLVEH-
TOB CO 3/10KAYECTBEHHbLIMU WHCYANHOMaMMU,
HECMOTPA Ha BCE COBPEMEHHbLIE TEXHOJI0MMN,
cpenHsas BbIKMBAEMOCTb COCTaBNSIET OKOJO
2 net [8].

Hamun onepupoBaHO OBoe getein — 06oum
BbINOJIHEHA 3Ta onepaums nanapoCKONUYeCKNM
noctynom. [varHocTtmka ¢okasbHbiX GOpPM Ha
CerogHswWwHnim geHb B Poccnm He npoBoanUTCS
n3-3a OTCYTCTBUS HEOOXOoOMMOro ans nosu-
TPOHHO-3MWUCCUOHHON TOoMOrpadunm nlortona
18F-1OMNA. PaboTta B 9TOW CNOXHOW obnacTtu
BeOeTCs, M OCHaLLeHMe ckopee Bcero oOyaerT.
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SAaKAOYEeHue

Mcxoas us n3noxkeHHOro, Mbl MOXeM onpe-
OENUTb OCHOBHbIE HaMpaBfieHUst 3HOOKPUHHOM
XNMpyprum [eTckoro Bo3pacta B 00603puMOM
Ooyaywem. HECOMHEHHO, K HUM MOXHO OTHECTU
KOMMMEKCHOE neyeHne 3aboneBaHun LWuUTOo-
BUAHOM Xenesbl, BKIoYas FOPMOHasbHYIO Tepa-
nuio, XMPYpPru4yeckoe nevyeHve, pagnonoarepa-
nuto C NCNOJIb30BAHNEM PEKOMOMHAHTHOIO TU-
poreHa (nossonstoLlero n3dexartb ¢asbl rmno-
Tpeosa). Takke BaXXHbIMUY 3a4a4aMu SBJISIOTCSH
pa3paboTka 1 COBEpPLUEHCTBOBAHME METOAVK,
onTMMM3aums CPOKOB MNPOBEAEHUS OOHOMO-
MEHTHbIX KOPPEKLUA Mpu HapylleHnax ¢op-
MUPOBAHUSA Mofa, pPasBUTUE IHOOXMPYPrum
Onyxofien Haano4Ye4yHNKOB y OETEN, UEeHTpanm-
3aums OBLLEXMPYPrNYECKON MOMOLLM BOMbHbIM
C 9HAOKPMHOMATUSMU W, [MaBHbIM 00pa3om,
caxapHbIM AMabeToM, pasBUTUE XMPYPrmm Noa-
KEnyoo4HOW Xenesbl C UCMOJIb30BaHUEM SHA0-
CKOMUYECKMX TEXHOSIOTUA.

AOonoAHUTeAbHAS HPopmMaumns

UcTouHuk puHaHcupoBaHus. [loaroToska
mMaTepuana ctaTbm NPoOXoaunaa Npu NoanepxKe
PreY “OHO0KPUHONOrMYECKNI HAYYHbIN LEHTP”
MwuH3pgpasa Poccun.

KoHdnukt uHTepecoB. ABTOpbl Oekna-
PUPYIOT OTCYTCTBUE SIBHbIX U MOTEHLMANbHbIX
KOHONKTOB MHTEPECOB, CBA3AHHbIX C nybnu-
Kauyen HacTosLLEen CcTaTbu.
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