HLRCC.
KnnHnyeckum cnyyam w
nuTepaTypHblie AaHHble.

JomaweHko O.M.




OT 3 no 8% NOYEeYHOKNEeTOYHOro paka
CBA3bIBAIOT C HACNeACTBEHHLIMU CUHAPOMAMMN:

» HacnepcTBeHHbIN 1€ NOMNOMATO3 U NOYEYHO-
kneTouHbin pak (cnuapom HLRCC, Reed s-
CUHAPOM)

» Cunpapom M'mnnena-Jinupay (VHL-cnHppom)
» HacnepctBeHHbIM nanuanapHbin MNKP (nKP)
» Cnnppom bepta—Xora—/boba (BHD-cuHapom)

» Tybepo3HbIn cknepo3 (bone3Hb bypHeBunna-
[MpuHrna)

» CyKumHataermnpporeHasa-aenLnTHbIN 5
NoYyeyHO-KNeToUYHbIN pak (SDH-pednuntHbIN [1KP)

» CuHapom KoyaeHa (CMHAPOM MHOXeCTBEHHbIX
ramapTom, cmHapom PTEN)

» N ap...

Hereditary renal cell carcinoma syndromes: diagnosis, surveillance and management
Eamonn R. Maher World Journal of Urology (2018) 36:1891-1898
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HLRCC - Hereditary leiomyomatosis and
renal cell carcinoma

HacneacTtBeHHbIM CUMHAPOM C ayTOCOMHO-
AOMWHAHTHbLIM TUMNOM HacC/le0BaHNA, XapaKkTepunulyeTcs
Hainymem Tpex PaKTOpOB:

» JlemomuomaTo3 koxu (CLM)
y Jlemomuombl matkn(ULM)
» MoyeyHo-kneTouHbIN pak (RCC)

HLRCC = CLM+ULM+RCC

CuHapoMm bbin Bnepsble onucaH Puaom ¢ coasTopamu B
1973 roay, Apyroe Ha3BaHue - cMHApoM Puaa (Reed s
syndrome).

B 2001-2002 roay 6bina obHapyxeHa CBA3b CUHApPOMA
C MyTauumenh reHa dpymaparrupparassl.




.

MyTaunuun B reHe chymapatrugparasbl.

4 FETepOBMI'OTHbIe MYyTaLLNN 3ap0ﬂ,bILIJeBOl7I JIMHNUWN B IreHe

cdymaparruaparassl (FH), KoTopbin KoanpyeT pepMeHT Lukna
TPUKapboHOoBbIX KncnotT (Lmkn Kpebca), KOTopbI KaTannsnpyeT
npespaweHne pymaparta B manat. [laToreHHble 3apobilleBble
MyTauum FH B HacToswee BpemMss obHapyxeHbl B 76-100% cemen ¢
npeanosiaraeMbiMN KIIMHUYECKUMWN NPU3HAKAMN.

B ceMbiX C XapakTepHbIMU NPU3HaKaMu, HO 6e3 3apoabilieBOM
myTaumm FH, anarHo3 HLRCC moxeT bbiTb NOATBEPXKAEH
UMMYHOMMCTOXUMUYECKUMU NCCNEeN0BaHUAMMU ONyXOnen. B
onyxonax ¢ dpymaparrmgparta3HbiMu gedekTaMu HakKomnaeHHbIN
dbymapart byaet NpuBOAUTb K CYKLLMHALLMK OEIKOB, YTO MOXHO
BbIIBUTb C MOMOLLbO UMMYHOIrMCTOXNMUYECKOr0o aHa1m3a.

MyTauua reHa pymMaparrmaparasbl a TakK Xe CyKuuHaTrugparassl
CBA3dHblI MO HEKOTOPbLIM AAdHHbBIM TadK X€ C Pa3BUTUEM
naparaHrimomM U eoxXpoMaLuToOM.

Lehtonen HJ. Hereditary Fam Cancer. 2011; 10:397-411.
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TameHeHus uukne Kpebca npu pedbuuunrte

Hedekt FH npuBoanT K
ykopouyeHuto uukna TCA un
HakonaeHuto hymaparTa.
KoMbUHMpOBaHHOE HapyLleHn
uukna TCA 1 nHrMbnposaHue
CyKUMHaTAerngporeHassl
dbymapaTtoM CHUXaeTt
MUTOXOHApPWNANbHOE AblIXaHUNe,
ALEeHUNCYKUMHAT
HaKanJMBaeTCAa B K/eTKe,
KneTtkn nepeknoyaroTca Ha
a3pPOOHbIN MTNKON3.
TOKCUYHBIN bymapat
bydepunsnpyeTca, onsa yero
HEOOXOAMMbI MOBbILWEHHbIE K-
Ba APrMHUHA U NMpun ero
NCTOLLLEHUUN KNEeTKN F’MOHYT.

Chrlstlna SChml%t Marco Sciacovelli, Christian Frezza Semin Cell Dev Biol. 2019 May 15; 98: 15-25.
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Метаболическая перестройка в FH-дефицитных клетках. Биаллельная потеря FH приводит к укорочению цикла TCA и накоплению фумарата.Комбинированное нарушение цикла ТСА и ингибирование сукцинатдегидрогеназы (комплекс II дыхательной цепи) фумаратом  снижает митохондриальное дыхание. Чтобы компенсировать потерю митохондриальной функции, FH-дефицитные клетки участвуют в сложной биохимической перестройке. FH-дефицитные клетки переключаются на аэробный гликолиз, снижая окисление глюкозы в митохондриях.Часть углерода от глюкозы направляется на пентозофосфатный путь (PPP) для поддержания окислительно-восстановительного гомеостаза. Для поддержания достаточного образования НАДН клетки увеличивают окисление глутамина, продукты которого метаболизируются в фумарат и, через гемовый путь, в биливердин и билирубин, которые используются для образования липогенного ацетил-КоА посредством восстановительного карбоксилирования. Так же в этих клетках запускается процесс буферизации потенциально токсичного накопления фумарата. Он проникает во внутриклеточные компартменты, включая ядро, и может высвобождаться во внеклеточную среду. Его накопление приводит к аберрантному производству аргининосукцината за счет инверсии фермента цикла мочевины аргининосукцинатлиазы (ASL). FH-дефицитные клетки нуждаются в постоянном поступлении экзогенного аргинина для поддержания активности этой буферной системы и погибают, когда аргинин истощается. Наконец, фумарат приводит к накоплению аденилосукцината, вероятно, за счет инверсии аденилосукцинатлиазы (ADSL) в пуриновом нуклеотидном цикле (PNC).
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CxemaTnueckoe nsobpaxeHune reHa n benka dymapartrmugpartassl (FH). B) 3o0bpaxeHne XMmnyeckon
peakuuun, katanndnpyemon FH, koTopas npeBpalLaeT dymapaTt B Manar.

dymMapaT HaKkananBaeTCa B KJ/leTKe, Bbi3blBACT pPA4, MNATONOrM4YeCckmnx
cobbITMI, B T.Y. NnogasnseT nyTb penapaunm JHK, Heobxoanmbin ans
yCTpaHeHusa AByHUTeBbIX pa3pbiBoB JHK (DSBs) u noaaepxaHus
LLeSTIOCTHOCTMN FreHoMa.

Christina Schmidt, Marco Sciacovelli, Christian Frezza Semin Cell Dev Biol. 2019 May 15; 98: 15-


Выступающий
Заметки для презентации
Фумарат подавляет путь репарации ДНК, необходимый для устранения двунитевых разрывов ДНК (DSBs) и поддержания целостности генома.
, делая опухолевые клетки уязвимыми к синтетическому летальному воздействию ингибиторов поли(ADP-рибозы) полимеразы (PARP). Эти результаты идентифицируют HLRCC и SDH PGL/PCC как семейные синдромы дефицита репарации ДНК, обеспечивая механистическую основу для объяснения их предрасположенности к раку и указывая на новый терапевтический подход для прогрессирующих HLRCC и SDH PGL/PCC, неизлечимых при метастазировании.Переведено с помощью www.DeepL.com/Translator (бесплатная версия)


PacnpocTpaHeHHOCTb U
KNIUHNYecKkue ocobeHHoCTU:

» Okono 300 cemen No BCeEMY MUPY C ONMMUCAHHbBIM
HLRCC.

1.Kamihara J, Schultz KA, Rana HQ. FH Tumor Predisposition Syndrome. 2006 Jul 31 [updated 2020 Apr 2]. In: Adam MP, Ardinger HH, Pagon RA,
Wallace SE, Bean LJH, Stephens K, Amemiya A, editors. GeneReviews . Seattle (WA): University of Washington, Seattle; 1993-2020. Accessed 10 Jan

2020.
2. Patel VM, Handler MZ, Schwartz RA, Lambert WC. Hereditary leiomyomatosis and renal cell cancer syndrome: an update and review. ] Am Acad

Dermatol. 2017;77:149-58.

» B POCCMNCKNX NCTOYHMKAX ONMMNCAHO 2 Cayyas.

1. JleiioMroMa Koxu (knnHuyeckoe HabnwoaeHune)/ 0. H. Mpekosa, H. B. 3unsbepbepr, H. M. Toponosa, E. U. KyaHewoBa Jledawmii Bpay Ne 11/2019;
9-11

2. Combination of pulmonary lymphangioleiomyomatosis with skin leiomyomatosis and uterine leiomyoma /E A Kogan 1, O | Mikhailov, S M
Sekamova, B M Kornev, | N Osipova, V | Osipenko, E A Romanova, N A Mukhin. Arkh Patol. Nov-Dec 2001;63(6):39-44.

» JIeMOMMOMBI MaTKU YallLe BCErO MHOXECTBEHHbIE,
peunanBupyroume, 4acto NPUBOAAT K NOTEpHU
opraHa.

» [TOYEeYHOKIEeTOYHbIN PaK arpeccuBHbIN, PAHO
HaYMHaeT MeTacTa3npoBaTb.




KoXHble nposasneHuna. JIeMOMUOMBI
L"IUMQLUEH b*’«‘;‘ﬂ: |
H‘ICKaﬂ Hayu"Hc :
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Reed’s Syndrome. A Case of Multiple Cutaneous and Uterine Leiomyomas. JASON J. EMER, SHAYNA SOLOMON, STEPHEN E. MERCER, J Clin Aesthet Dermatol. 2011;4(12):37–42.)
Laura S. Schmidt, et al. Semin Oncol. ;43(5):566-574.


Mukpockonunyeckas KapTuHa nopaxeHus
KOXWU. 0cObeHHOCTMN.

A) Mnkpockonus, BbIABASET NJIOXO OYEPUYEHHbIE Y3eNKN 303UHOPUNbHBIX
BepeTeHO0bpa3HbIX KNETOK, 3aMONHAWMUX AePMY N PACNPOCTPAHAIOLWNXCS
B MOAKOXHbIW C/1ON (reMaTOKCUAUH U 303UH, 40X);

b) bonee BbICOKOE yBe/IMYEHUE, LEMOHCTPUPYIOLLEE CKOMNIEHUE
[,06pOKAYeCTBEHHbIX M1aAKOMbILLEYHbIX MYYKOB 6€3 HeKpo3a Uan S4epHON
aTnumn (reMaTokKCUNuH un 303uH, 100x)
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Reed’s Syndrome. A Case of Multiple Cutaneous and Uterine Leiomyomas. JASON J. EMER, SHAYNA SOLOMON, STEPHEN E. MERCER, J Clin Aesthet Dermatol. 2011;4(12):37–42.)


D
Ob606uLeHHbIe AaHHbIe MO heHOTUNUYECKUM
NPOAB/IEHUAM U UX YacToTe.

» [To4eYHOKNEeTOUYHbIN pakK - 62%.
» KOXHble NeMOMNOMbI - 76%

» Jlemommnoma maTtkn -y 100% KeHLKNH-
HocuTeneun mytaumm FH. 3To nccnepoBaHume
NpoAeMOHCTPUPOBANIO BapnuabenbHOCTb
KOXHbIX nposasneHnn HLRCC.

» B 0bLLEeN CNOXHOCTM 3TU UCC/Iea0BaTeNm
noeHTndunumnpoBann 31 pa3nnUyHyo MyTaLnio
FH B 56 cembsax ¢ HLRCC c ypoBHeM
obHapyxeHunsa 93% (52 n3 56).

Alam NA, Barcaly E, Rowman AJ, et al. Clinical features of multiple cutaneous
and uterine leiomyomatosis: an underdiagnosed syndrome. Arch of Derm.
2005;141:199-206
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multiple cutaneous and uterine leiomyomatosis: an
underdiagnosed syndrome. Arch of Derm. 2005;141:199–206.


O606Lw,eHHbIE AaHHbIE MO (DEHOTUMUYECKUM
NPOSABNEHUAM U UX YAaCTOTe.

» Apyroe nccnenoBaHue - MyTaumnm reHa
dbymapartrmnapartasbl (FH) naeHTudmumnpoBaHsl
Yy 46 NaLMEHTOB C XapaKTepPHOU KJIUHNUYECKOWN
KapTuHown (75%).

» )KEHLWMHBbI C NTeMOMNOMAMN KOXKN - 89%.

» XKeHWMHbI = 15% nmenn ToNbKO 1 MOMUOMb
KOXW, 7% nMMenun To/IbKO IeMOMNOMbI MATKUN U
9% He NMenn KNUHUYECKUX NPosABNEHUMN.

» B 3TON cepuun nenomMmomsbl KOXun obinm
obHapyxeHbl Yy 100% naLmMeHTOB MYXCKOIro

MNoJida.

Alam NA, Rowan AJ, Wortham NC, et al. Genetic and functional analyses of FH mutations in
multiple cutaneous and uterine leiomyomatosis, hereditary leiomyomatosis and renal cancer,
and fumarate hydratase deficiency. Hum Mol Genet. 2003;12: 1241-1252.
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Alam NA, Rowan AJ, Wortham NC, et al. Genetic and functional
analyses of FH mutations in multiple cutaneous and uterine
leiomyomatosis, hereditary leiomyomatosis and renal cancer, and
fumarate hydratase deficiency. Hum Mol Genet. 2003;12:
1241–1252.


KnuHnyeckune Kkputepumn ans
BepoATHOro anarHo3sa HLRCC:

» 'nctonornyecku noarteepxXaeHHbleé MHOXeCTBEeHHbIe
KO>XHble MUI101E€UOMNOMbI NN

» He MeHee ABYX U3 cneAyloWnX NPOABIEeHNN:

» XUPYpPruyeckoe seyeHme CUMNTOMATUYECKOW
NeoMUOMbI MaTKM B Bo3pacTe o 40 ner,

» NANUNNAPHBLIN MOYEYHO-KNEeTOUYHbIN paK 2 TUMa B
Bo3pacTte A0 40 neT WAN YNEeH CEMbM NMEPBOUN CTEMEHMU
POACTBA, OTBEYAOLLUN OAHOMY N3 3TUX KPUTEPUEB.

» KapunHoma cobupaTtenbHbiX MPOTOKOB MOYKU B
Bo3pacTte Ao 40 net b6bina npeasioxeHa B KQYecTBe
AOMOJIHUTENbHOIO FMCTOJIOrMYECKOro NOATUNA,
YKa3bIBAIOLLErO HA CUHA,POM.

W 1. Smit DL, Mensenkamp AR, Badeloe S, et al. Clin Genet. 2011; 79:49-59.
\ \ 2. Lehtonen HJ. Fam Cancer. 2011; 10:397-411
N
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Smit DL, Mensenkamp AR, Badeloe S, et al. Clin Genet. 2011; 79:49–59. 
2.  Lehtonen HJ. Fam Cancer. 2011; 10:397–411. 


B
Bo3pacT, B KOTOpOM AMAarHOCTUpoOBaH

LS

MNOYEYHOKTETOUYHbIN PaK. | Pax noku nabnionaerca

npumepHo B 20 % cemewu

Age distribution of renal cell cancer in HLRCC c HLRCC.

« CpeaHuun Bo3pact 45
net. PUCK paka no4vku B
TeYeHUe XN3HMU
cocTaBnseTr okoso 15 %.

 Twun mytauum FH He
ABNAETCA CYLW,eCTBEHHbIM
(akTOpOM pucka
pPa3BUTUA paKa MOYKMU.

 PuUCK pa3BuTUA paka
NOYKN Y HOCUTENEN

20 -+

15

Number of patients with renal cell cancer

AN 1120 (331 @ MO 501 157 1K I3 1LES PR MyTauum FH B Bo3pacTe
20 25 35 45 5o 65 75 85 95 0.0 20 NleT oueHMBaeTCcA
Age at diagnosis of renal cell cancer (years) B .I B 2%

Ha pucyHke - pacnpepeneHne Bo3pacta Ha MOMEHT NOCTAHOBKM AmnarHo3a gns 103 yenoBek ¢
accoummnpoBaHHbiM ¢ HLRCC noyeyHO-KNETOUYHBIM PaKoM

Fred H. Menko, Eamonn Maher, Laura S. Schmidt et Al. Fam Cancer. 2014 December ;
13(4): 637-644.
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“ OCHOBHbIe HIOAHCbl JIeYeHUS
noyeyHoknetoyHoro paka npu HLRCC.

» B otanumm papyrnx HacnepcrBeHHbiX Ca novykn (Cunapom Tvnnens-
JInnpay, bepta-Xora-/Zbtoba) npasuno 3 cm He paboTaeT! (Bbicokas
CKJIOHHOCTb K MeTacTa3npoBaHuIo).

» Xnpyprmuyeckas TakTUKaA - LUMPOKAA pe3eKkuuns 1 3abprowmHHas
NMM@paneHIKTOMMUA.

» EAMHOro MHeHMA Mo TapreTHou Tepanuun HeT, AaHHble NPOTUBOPEYMBDI.

Fred H. Menko, Eamonn Maher, Laura S. Schmidt et Al. Fam Cancer. 2014 December ;
13(4): 637-644.

TTEMBPOJIN3YMAb
MauuneHT 26 net. Pak npaBoun nouykn accoummpoBaHHbin ¢ HLRCC. bonbHOMY BbINOMHEHA

poboT-accucTMpoBaHHAsA 1anapockonmMyeckas pe3eKkLms Novykn, Ho oTAa/IeHHble
MeTacTa3bl MOABUINCH B TeyeHmne 5 mec. nocne onepaunn. MMMyHOrmMcToxmmms
pe3eLnpoBaHHOM OMYXOJIN MOKa3asia BbICOKYIO IKCMpeccuto peuenTtopa
3anporpamMmmumpoBaHHoun rubenun knetok-1 (PD-1) n ero nuravaa (npengarcreyowme T-
K1eTOYHOMY UMMYHHOMY HaA30pYy B TKaHAX). [MlaumeHTa neymnmn aHtutesnom npoTtmns PD-
1 B KayecTBe MOHOTepanun. Yepes 2 roaa fied4eHnUss MHFIMOMTOPAMU KOHTPOJIbHbIX TOYEK
(ICl) Bce nopaxxeHusa ncyesnu; 3ToT OTBET CoOXpaHaeTca yxe 51 mecsu.

Tao Wang, Yan Huang et Al. Front. Oncol. 11:735077. October 2021
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KNMHUYCKUIN cnyyan.




[MauneHTka T. 1995 r.p.

» C NMNOAPOCTKOBOIO BO3pPdCTa Habnaanack B CBA3N C KACTAMM

noyexk.
2012 rog, .
» Mpun Y3UN nccnepoBaHnm BbisBieHO 0bpa3oBaHMe N1eBOro
HaAmno4YyeyHUKa. OnepaTnBHOeE JieyeHUe - agpeHaIIKTOMMUS

cnesa (peoxpoMoLUNTOMA), heHNCTPALLUA KUCT NOYeK.

2015 roa

» Mpu nnaHoBoM 0bcnenoBaHNM BbisBEHO 2 0bpa3oBaHWNA NPaBOU
MOYKU, BbINOSIHEHA pe3eKLMA NpaBoOn NMOYKK, 3abplolinHHaA
numoboaunccekumsa. [lo pesynbrataM rmcroorM4eckoro
nccnenoBaHua - ?727?2Metactasbl peoxpoMouuToMbl???. MNXT He
NpPOBOAMNNACS.

» BbisBNeHa MHOXeCTBeHHAd MWOMA MATKMW, BbIMOJIHEHO
onepaTuBHOE sleyeHne B 0bbeMe KOHCepBaTUBHOM
MWUOM3IKTOMMUM, TUCTONOTNYECKM - NenoMuomMa.




[MTauneHTKa T. 1995 r.p.

2018 roa

» JleBas noyka CMOpLUEHHAA, MOJIMKNUCTO3HAA
TpaHCchOpMaLLMA NPaBON MOUYKMU.

» BnepBblie BbidB/IeHA A30TeMuUA C unppamu
KpeaTHUHa A0 118 MKMONb/N, ypoBeHb
a30TeMUN HeCTAbUNbHbIN, C MOABEMAMU U
CHW)XeHNeM 0,0 cy6Hopmaanblx nokasaTeneu.

» KT- o6beMHOe obpa3oBaHMe NpaBoro
HaganoyeyHuka (aaeHoma?). PekomeHA0BaHO
OVHaMuyeckoe HabnwaeHue.




[MTauneHTKa T. 1995 r.p.

» 2021 roa

» JMHamMunyeckoe HabnoaeHne onyxonn Haano4YeyHnKa rno
KT- 6e3 npn3HakoB NnporpeccMpoBaHmns, o4HAKO NO
AaHHbIM M2T-KT - meTabonunyeckn akTuBHoe obpasoBaHue
npasoro HagnoyeyHuka 17x9 mm, 18F-OAI no3ntusHoe.

» ObpaTtunach K fepMaTosiory B CBA3U C NJIOTHbIMU
y3/710BaTbiIMM 06pa3oBaHNAMM Ha KOXe (Medn u
npeanaeybd) — KOXHbIi 1€OMUOMATO3.

4 nOBTOpHO BblAB/1€Hbl MHOXeCTBe€HHblé MUOMblI MATKHN —
Nanapockornmnyeckad MMOM3IKTOMMUA.

» Obparusiiace 3a KOHCY/IbTaLlMeu Kk Hegposiory ANA
oripesAesIeHnAs BO3MOXHOCTH BbIHALINBAHNA bBEPEMEHHOCTH C
YYeToM 104YeYHOMU raTosIorum.




N3MeHeHUA Ha KOXe nJjeya nauneHTKN.




Pe3ynbTaTbl MOJTIEKYNAPHO-
reHeTUYeCKOro nccnenoBaHwus.

Buimoaneno MOJICKYJHPHO-ICHCTHYCCKOE HCCIea0Banue - onpeac/icnuce lleIIH‘Ill(_)ii CITPYKTYM

reda  FH, acconuipoOBAHHOIO ¢ JEHOMHOMATOIOM M HOMEUHO-KICTOMHbLL

KOAMPYIOUICH JacTH
H O0YCUHO-KACTOUMHOro paw

ParkoM B COCTrape CHIIPOMA HACJICACTBEHHOIO JICHOMHOMATOIA

(HLRCC, OMIM 150800).

Meroani: TP, cekBpennpoBanue no Crnrepy.

Pesyaprar: Hpu necaeropannu JTHK, Borrerennoit 3 anvdonnros nepudeputeckoil kposu,

B 3K30ne 4 rena FH ppissiaena noucenc-wivranus €395 399del (p.1.132%) B rereposurornom
cocroanun. Myranus ¢.395_399del 3aperncrpupopana 8 6a3ax AaHHbIX KAK HATOreHHbIH
KAHHHYCCKH 3HAYMHMbBIH BAPHAHT.

Jakinouenue:  MHOKECTBEHHDbIH  JICHOMHMATO3  KOKH W MATKH B COCTABE CHHAPOY
HaCHeCTBEHHOI0 JeiioMioMaTosa u nodcuno-kaerounoro paka (HLRCC, OMIM #150800).

Plcr pasBuTHA H0MEHHO-KICTOMHOI0 PDAKA HPCBLINACT 00IEnOny Ao bl
PHeK pacaeoBaing repvMunajbuoil myramu B rewe FH poacvBennuRamy nepsoil crene

poacrea coerapiasier S0%,




JiInarHos:

OCHOBHOW: HacnenCTBeHHbI 1€OMMOMATO3 C
noyeyHokneTouyHbIM pakoM (HLRCC-cuHapom) -
NIENOMMOMATO3 KOXWN, MHOXECTBEHHbIE JIENOMUOMDbI
MaTKW, MOJIMKNCTO3HAA TPpaHCchopmMaLma npaBou
NOYKU, KNUCTbl CMOPLLLEHHOW /1I€BOU MOYKMN.

KoHkypupyowmnmn: Peoxpomoumntoma 1€BOro
HaAMNoOYeYyHMNKA, NeBOCTOPOHHAA aApPEeHANIKTOMUSA OT
2012 . O6pa3OBaHme NPAaBOro HaAMno4YeyHuKa.

OcnoxHeHusa: XblMc2A1. XpoHuyecknn Tybyno-
MHTEePCTULLMANbHLIU HeppuT. CMOpLLEHHAA /IeBaS
noyka. PeHncTpauma kuct noyek 2012 r.
[ToyeyHOKNeTOUYHAA KapLMHOMa NPaBoOu NMOYKM,
pe3eKkuus NpaBon NMoYku n numdoanccekumns
3a0pOLWKMHHBIX Y310B cnipaBa ot 2015 r.




PekoMeHaaLWUMN.

» KOHCcynbTaLmMa 3HAOKPUHOMOra C BbIMOTHEHMNEM
ra30BON MACC-CNeKTPOMEeTPUM MOUMN.

» MPT 1 pa3 B roa B n1aHOBOM nopsajke.
» KOHCynbTauua MeanuNHCKOro reHeTukKa.

» [poBeneHne HedpPoONPOTEKTUBHOM Tepanumn B
Buae HM3Kkux no3 n-Alle nnu bPA (B cnhyvae
nNiaHUpoBaHUa bepeMeHHOCTU npenaparsl
OAHHbIX Fpynn OoTMeHAlTCA), uenepoe A/l He
Bbiwe 130/80 1 He HMXe 110/60 MM pT.CT.

» U3beratb nepeoxnaxneHusa, TAxXenblx
bn3nyecknx Harpysok.




HacneanoBaHue B ceMbe NallMeHTKU

®
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OCHOBHble peKOMeHaaLuuuu no HabnwaeHuo 3a
noabmu u3 cemenn ¢ HLRCC-cnHppom

» leHeTuyeckoe obcnepoBaHne NPU HATUYUKN CUHAPOMA Y
KPOBHOIO POACTBEHHMKA AN OnpeaeneHns gajibHenwemn
TaKTUKMN.

» [Mpwn BbISBIEHNN FreHEeTUYECKN NOATBEPXKAEHHOrO CMHApPOMA
BU3yanun3snpyrouime nccnegosadua Ao 8-10 netHero
BO3pacTa 0b6CyXAalTCA UHAUBUAYANbHO U MO XeJIAHNIO
poaunTenen.

» JAna HocuTeneun reHa crapwe 10 neT npeanovYTUTENbHO
MPT nouyek exeroaHo.

» JleueHune BbIABNEHHbIX MOYEYHbIX OMYyXOJ1Ien A0/KHO ObITb
be3oTnarate/ibHbIM, TaK Kak NpaBuao 3 cM (CM. BblLLE)
HenpuMmeHnmo ansa HLRCC.

» JleyeHne 0bBbIYHO COCTOUT U3 XUPYPrMYeckoro ncceyeHus c
LWUNPOKNUMU KPassMU N PacCMOTPEHUSA BOMPOCa O ANCCEeKLNY
3a6POLWMHHBIX IMMGBATUYECKUX Y310B.

Fred H. Menko, Eamonn Maher, Laura S. Schmidt et Al. Fam Cancer. 2014 December ; 13(4): 637-644
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