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AKTYAJIbHOCTb. Peakoin npnunHOn peLmanBrupyoWmX MMNOrUKeMNA y feTen ABNAETCA MHCYSIMHOMa — HeNpO3HAO-
KpuHHasa onyxonb (H30), Bo3HMKalowas 13 6eta-kneTok nogkenynouHomn xenesbl (MK). HecneyndunuHocts 1 snusoguye-
CKUIN XapaKTep CMMNTOMOB O6YC/TIOBNMNBAIOT MO3[HIOI0 ANArHOCTUKY 3aboNieBaHUA C Pa3BUTUEM KIIMHNYECKN BblPaXKeHHbIX
3MM30A0B MMNOMMNKEMUI, NPUBOAALLMX K PAa3BUTUIO XKU3HEYTrPOXKaloLWmxX cocToaHnN. 10-30% cnyyaeB MHCYNVUHOM Yy fe-
Tel accouMmpoBaHbl C CUHAPOMOM MHOMXECTBEHHbIX SHAOKPUHHBIX Heonnasnin 1-ro Tuna — M3H-1, Bcnegcteme mytaumm
B reHe, KoaupytoLem cmHTe3 6enka meHuHa. IHCynmHombl Npy JaHHOM CMHAPOME XapaKTepur3ylTca HeGoNbLWMKN pa3me-
pamu (<2 €M) M MHOXeCTBEHHbIM XapaKTepOoM, UTO 3aTPyAHAET TONUYECKYI0 ANArHOCTUKY.

ONMUCAHUE CNYYAA. BnepBble noABfieHre 3N130[0B cnabocTy, yxyaweHna obLiero camouysCcTBUA OTMETUIM C BO3pacTa
8 net nocne nepeHeceHHOro COTPACEHUA FONOBHOMO MO3ra, B CBA3U C YeM Habnofanacb HEBPONOrom ¢ AnarHo3om «Coma-
TopopMHana BereTatmBHaa AUCPYHKLMA HEPBHOW CMCTEMbI». B nocnepyioliem oTMeueHo yualleHue 3nnM3o[0B 1 3amevyeHa
CBA3b MeXAY ASINTENbHbIM FONIOAHBIM MPOMEXYTKOM M BO3HUKHOBEHUEM ClaboCTn, KOHTPOMb FNKEMUUN He MPOBOAWIICA.

B Bo3pacTe 13 neT npu cTaumnoHapHoOM o6celoBaHMY NO NOBOAY »*anob Ha 601K B XKMBOTe BblABNEHbI KonebaHnsA rmukemun
oT1 2,0 1o 9,5 MMosb/n, fanbHellwee 06cnefoBaHNe He NPOBOAMIOCH.

B Bo3pacTe 16,5 roga BnepBble BO3HUK N304 NOTepu CO3HaHWA C cyfoporamu Ha GoHe runornmkemmm (1,0 mmonb/n). B aH-
[OKPVHOJIOrMYeCcKoM oTaeneHun Ha oHe npobbl € ronogaHnem NoaTBEPKAEH MNepUHCYIMHEMUYECKIIA XapaKTep rmmnor-
NIMKEMWUI — rONOAHbIN NPOMEXYTOK 16,5 yaca, rmmkemnsa 1,9 MMosb/n, UMMyHOPeaKTUBHbIN MHCYNUH (UPU) 32,1 MKME/mn.
C uenbto ganbHelwero 06cNefoBaHNA NaLMeHTKa HanpasneHa B HMUL, sHpokprHonoruu.

MNpw exxefHEBHOM KOHTPOME FMUKeMNN B OTAENEHWUW OTMEYaNNCh SNN304bl TMMOrANKEMNUN A0 2,8 MMOSIb/N B yTPEHHUE Yachbl
Ha GoHe ANUTEeNbHOTO rofIoAHOrO MPOMEXYTKA, KynMpoBasLeca npmeMom nuiu. Mo gaHHbIM Npo6bl € ronogaHnem nog-
TBEPXAEH rMNepuHCYNMHEMYECKUI XapaKTep rMNornkemMnii — Ha GoHe runornvkemmm (2,5 Mmonb/n) BbIABNEHO Bbipa-
XeHHoe nosbllweHne yposHA NPW (80 mkE/mn), C-nenTnpga (6,32 Hr/mn).

C uenbto BMU3yanusauum nHcynuHombl nposefeHa MCKT OBl ¢ KoHTpacThpoBaHeMm: 0OHapyXeHbl MHOXXeCTBEHHbIE rnnep-
BacKynapHble obpa3oBaHusa xaocTa MK pasmepamu o 12x20x10 mm.

B xope monekynApHo-reHeTM4Yeckoro nccnefoBaHua Bo 2 3k3oHe reHa MENT BbiaiBneHa paHee He onncaHHaA geneyms of-
Horo HykneoTuaa c.221delG (p.Gly74AlafsTer45) B reTepo3uroTHOM nonoxeHmn. ToT Xe BapuaHT BbisiBIEH Y OTLa pebeHkKa,
He NMEeIOLWNI KNMHMNYECKMX NpoABReHUI 3aboneBaHus. MNaumeHTKe AnarHocTMpoBaH M3HT-cuHgpom.

MNMocne npepBapuTenbHon npegonepaunoHHon nogrotosku B ANKBE um. 3.A. bawnsaeson npoBefeHa Nanapockonmyeckas
ancTanbHana pesekuna MXK. Mopdonornueckasn kaptuHa: BbicokoandodupeHuymposaHHaa H30 G1 (meHee 2 MUTO30B/2 MM)
C HU3KMM MHAEKCOM nponndepaTnBHON akTMBHOCTU Ki-67 (MeHee 3%), pT1NX (Ha oCHOBaHMM MaKpockonuu).

Yepes 6 mecAueB npy agnHammyeckom obcnepgosaHun B HMULL sHaoKprHONornm AaHHbIX 3a NePCUCTEHLMI0 OpraHMyecko-
ro rmnepuHCYNnHM3Ma He nosnyyeHo. NpoBefeH CKPUHUHT APYTnX KOMMAOHEHTOB CMHAPOMA, MO AaHHbIM MPT ronosHoro
MO3ra — KUCTO3HasA MUKpoadeHoMa runodumsa (ropmoHanbHO-HeaKTUBHasA). PekomeHA0BaHO NPOJOIKUTL ANHAMMYECKoe
HabnogeHe.

BbIBO/bl. OnvicaHHbIN Cnyyai OTparkaeT BaXKHOCTb CBOEBPEMEHHOMN KIIMHNYECKOWN U FTeHETUYECKOWN AMarHOCTUKN NHCYNN-
HOMbI Y leTell, UTO MOMOraeT B BbIOOpe ONTMMasibHOro NeYeHna U peannsaumm COOTBETCTBYIOLLEN NporpaMmmMbl HabnogeHnaA
3a naumMeHTaMm 1 YneHamm nx cemb.

KJTIOYEBbIE CJIOBA: uHCynuHoMa; nooxesy004YHAs xese3d; CUHOPOMOM MHOXeCmBeHHbIX SHOOKPUHHbIX Heonnasul 1-20 muna.
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