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OIbY «HaymoHanbHbIN MeAULIMHCKIIA NCCNER0BATENBCKUN LEHTP AETCKUIA FeMaToNorm, OHKONIOrMK 1 UMMYHOJIOTN
nmeHun Amntpuna Porauesa», Mockea

AKTYAJIbHOCTDb. MNaparaHrnuomsl 1 dpeoxpomouutombl (MI/OX) ABNATCA peaKkuMn HEMPOSHAOKPUHHBIMU ONYyXONAMMU,
pa3BMBaOWUMUNCA U3 XPOMadPUHHDBIX KNETOK MO3rOBOrO BeLeCTBa HaANMOYEYHNKOB, FaHIEB CMMNATUYECKON UK napa-
CUMMaTUYeCKon HepBHOM cmcteMbl. OcobeHHOCTbo naTtodusnonorun MI/OX ABNAeTCA rMnepnpoayKuma KaTexonammnuHoB,
KOTOpas NIEKUT B OCHOBE KIMHNYECKOWN KapTUHbI 1 AUArHOCTUKKU 3aboneBaHnA MeTooM onpefeneHns ¢ppakunMoHpoBaH-
HbIX MeTaHedprHOB/HOPMeTaHedPMHOB B MOYe Mx B nia3me Kposu. [NokasaHo, 4To B ocHoBe pa3sutua 70-80% cnyuda-
eB /OX nexaT cMHAPOMbI HacNeACTBEHHON NPeApPacnoNOXEeHHOCTM K ONYyXONAM, aCCOLMUPOBaHHble C MyTaLMAMM FeHOB
SDHx, VHL, RET, NF1. Xnpypruueckoe neyeHuve BNAeTCA 30/10TbiM CTaHaapTom Tepanuu M/ OX.

LLEJIb. V13yunTb KNMHNYECKEe N MONEKYNAPHO-TeHeTUYeckne ocobeHHOCTU nauneHToB ¢ MT/MX, nonyyaswmx neyeHme nunm
KOHCYNbTaTMBHYI0 NoMollb Ha 6a3e OIbY HMUL, ArOW nm. muTpura Porauesa.

MATEPUAJIbl U METOJbI. B nccnenoBaHue BkntoyeHo 14 nauneHTos ¢ MNI/OX, nonyyaslwmx neverve (n=11) unm KoHCynb-
TaTMBHYyto nomoupb (n=3) 8 ®IbY HMUL AFOWN um. AmnTpuna PoraueBa 3a nepmog 2012-2021 rr. JuarHo3 Bo Bcex ciyyasx
6b11 BepudnLmpoBaH ructonormyecku. Bcem nayneHTam NnpoBoAmMiIoCch MONIEKYNAPHO-TeHeTMYeCcKoe nccneloBaHe MeTo-
[IOM ceKBeHVpoBaHuA HoBoro nokosneHua (NGS-naHenb «CMHAPOMbI MPefpacnosioKeHHOCTU K OMNyxoneBbiM 3aboneBaHu-
AM») B nabopaTtopum monekynapHoi éuonormum OIrbY HMUL AFON um. Amutpura Porauesa. MNog CUHXPOHHBIMU MOHUMANK
OnNyxonu, pa3BmMBLLMECA B TeUYeHMe 6-MeCAYHOro MHTepBana.

PE3YJIbTATbI. MegnaHa Bo3pacTta nauneHToB coctasuna 10,2 roga (pa3bpoc 4,5-17,2). U3 14 nauneHTtoB y 10 (71,4%) ana-
rHoctupoBaHa I, B 4 (28,6%) cnyuasax OX. Y 7 (50%) naumneHToB B febloTe 3aboneBaHMA OTMeUYeHa apTepuanbHasn runepTeH-
3uA. Ml 8 50% (5/10) cnyyaes nokann3osanacb B 3abpioLWMHHOM NpocTpaHcTae, B 30% (3/10) cnyyaeB oTMeUanochb nopaxe-
Hue wewm, B 20% (2/10) — moueBOro ny3bips.

aToreHHbI BapuaHT B reHax, accoLmmpoBaHHbIX ¢ pa3suTrem MNI/OX, 6bin obHapyxeH y 12/14 (85,7%) nauneHTtoB: SDHB —
9/12 (75%), SDHD — 2/12 (16,7%), VHL — 1/12 (8,3%). B 1 cnyyae BbiABNEH repMuUHanbHbIi BapuaHT B reHe KIFT1B, y 1 na-
LUMeHTa NaToreHHble repMrHanbHble BapuaHTbl He naeHTUoULMpoBaHsbl. ¥ 3/12 (25%) naumMeHTOB OTMeYeHbl JOKa3aHHble
cnyvaun passutna MNI/OX B cembe, y 2/12 (16,7%) NauneHTOB OTMEYEHO HOCUTENbCTBO MATOreHHbIX repMUHaNbHbIX Bapu-
aHToB y poguTtenei 6e3 passutua MNI/OX. B 3/5 cnyyasax otmevanacb myTaumsa B reHe SDHB, B 1/5 — B reHe VHL, B 1/5 cny-
yae — B reHe SDHD. Ha mOMeHT nocTtaHOBKU gnarHosa y 2/14 (14%) naumeHToB OTMeYanncb CMHXpPOHHble onyxonu (Ml
n=1, ®X, n=1): buunatepanbHoe nopaxeHne HagnoyeuyHnkos OX npu cuHagpome doH Xunnena-finHaay (MyTtaumsa B reHe VHL)
N CUHXPOHHbIE MaparaHrinomMbl Wwen Ha doHe repMmHanbHol MyTaumn B reHe SDHD. Xupypruyeckoe neyeHve B obbeme
RO/R1 pe3ekunn npoBefeHo Bo Bcex cnydyasax. Mopdonornueckasa cuctema oLeHKM 310KauecTBEHHOCTM Mo wKane GAPP
(Grading System for Adrenal Pheochromocytoma and Paraganglioma) ncnonb3osanacb y 10/14 naumeHToB: B 8/10 cnyvanx
nmenu Mecto ymepeHHo-arnddepeHUpoBaHHble onyxonu (3—6 6annos), B 2/10 — BbicokoanddepeHUpoBaHHble onyxonu
(0-2 6anna). ¥ 5/14 (35,7%) naunmeHTOB OTMEUYEHO Pa3BUTME HEONArONPUATHBIX COOLITUI: IOKANbHbIN/TOKOPErMOHaNbHbI
peumnans (n=3), MeTacTaTnyecknin peunams (n=1), komObrHMpoBaHHbIN peunamus (n=1). B 4/5 (80%) cnyyasax HoBble cOObITUA
OTMEYaNnCb y NaLMeHTOB C MyTauwmen B reHe SDHB, BKntoyasa meTacTaTUYeCcK1in 1 KOMOMHUPOBaHHbIN peunams, B 1/5 (20%)
cnyyae c myTaumen B reHe VHL, B ToO Bpema KOraa naumeHTbl, He MMeloL/e NaToreHHbIX BapMaHTOB B FreHax, acCoLMmnpoBaH-
HbIX € pa3BuTrem MI/OX, HebnaronpuATHble COObITUA He pa3BUBaIW.

MegnnaHa BpemeHu fo cobbitna — 18,4 mec (pa3bpoc 3,7-29,9). C yueTom arpeccMBHOro TeueHus 3abonesaHuna 2/14 na-
LMeHTa nonyyany CUCTEMHYIO Tepanuio TEMO3010MMAO0M, OiHOMY 60/IbHOMY JOMONHUTENbHO NPOBefeHa paguoTapreTHas
Tepanua '*'I-metanoabeHsunryanuanHom (3'I-MIBP) B cBasu ¢ Hannumem MUBI-NO3UTMBHBIX OYaroB B KOCTAX CKefeTa.
[ByxneTHAA obLan BbPKMBAEMOCTb B laHHON KoropTe coctaBuna 100% ¢ megmnaHon anmtenbHocTn HabnogeHus 12,9 mec
(pa3bpoc 0,5-93,4), AByxneTHAA 6eccobbITUHAA BbIXKMBaeMOCTb — 58+17% COOTBETCTBEHHO.

3AKJTIOYEHUE. MNI/®X — pepkne HoBoobpa3oBaHMA AETCKOro Bo3pacTa, Tpebyiolie o6A3aTeNnbHOro Megunko-reHeTnye-
CKOrO KOHCYNbTMPOBAHUA ANA BblABAEHUA CUHAPOMOB NPefpacnonoXKeHHOCTN K Onyxonu. MNaToreHHble repMuHanbHble
BapuriaHTbl B reHax SDHx ABnATCA Hanbonee YacTbIMU MONEKYIAPHO-TeHeTUYeCcKMMU cobbiTuamm npu MI/OX y geteli n nog-
pocTkoB. PagumkanbHas onepauua asnaeTca Tepanvein Bbibopa. TpebyeTtca agnutenbHoe HabnogeHWe 3a NaumveHTamu ¢ yye-
TOM PUCKa Pa3BUTMA HebNaronpuATHbIX COObITUI, BKNtOUYasas GOpPMUMPOBaHME METaXPOHHbBIX OMyXOsel.

*ABTOp, OTBETCTBEHHbIV 3a Nepenuncky / Corresponding author. @ @@@

© Endocrinology Research Centre, 2023
JHAOKPUHHaA xupyprua. 2023;17(4):98-99 doi: https://doi.org/10.14341/serg12918 Endocrine surgery. 2023;17(4):98-99



https://creativecommons.org/licenses/by-nc-nd/4.0/
https://crossmark.crossref.org/dialog/?doi=10.14341/serg12918&amp;domain=pdf&amp;date_stamp=2024-01-23

ENDOCRINE ONCOLOGY SHAOKpUHHaA xupyprus / Endocrine Surgery | 99

LUUTUPOBATb:

Ytanuesa [A.T, Acbko J1.A,, Kneukaa WN.C,, Tpaues H.C., Axanaase A.I., Jlukapb 0.H., Mapeesa l0.M., lamaHckaa T.B., KypHu-
koBa M.A., KauaHoB [.10. MaparaHrnvomsl 1 peoxpomouutomsl y geteln: onbit OIY HMULL ATOU vim. OmunTtpus Porauesa //
SHOOKpUHHAA xupypeusa. — 2023. — T. 17. — Ne4. — C. 98-99. doi: https://doi.org/10.14341/serg12918

TO CITETHIS ABSTRACT:

Utalieva DT, Yasko LA, Kletskaya IS, Grachev NS, Akhaladze DG, Likar YN, Mareeva YM, Shamanskaya TV, Kournikova MA,
Kachanov DY. Paragangliomas and pheochromocytomas in children: the experience of the Dmitry Rogachev National
Medical Research Center of Pediatric Hematology, Oncology and Immunology. Endocrine surgery. 2023;17(4):98-99.
doi: https://doi.org/10.14341/serg12918

JHAOKPUHHaA xupyprua. 2023;17(4):98-99 doi: https://doi.org/10.14341/serg12918 Endocrine surgery. 2023;17(4):98-99



