B 1994 r. ren noda-dyyBCTBUTEIBLHON JTUCTOHWUU ObUT HACHTU(DUIIMPOBAH.
Oxkaszanoch, 4YTO OH KOJUPYET CHHTE3 OJHON0O U3 KIIOYEBBIX (HEPMEHTOB
nopamunoBoro oomena — I'Td-nuknoruaporenasy 1 (I'LI'-1) rena, momyuuBiero
nHazBanne GCH 1, xoropsrii 6611 KapTUpOBaH Ha Xpomocome 14q22.1. Tlpu Hanuunuu
MyTalliy B TeHE, HapylIaeTcs QyHKIUs JaHHOTO (PepPMEHTa, YTO MPUBOAUT K KacKamy
OMOXMMHMYECKUX HApYIIEHUH, B pE3yJbTaTeé 4YEro pa3BUBAETCS HEIOCTATOYHOCTH
BBIPa0OTKH TopaMUHA B YEPHOI CYOCTAHIINU.

Hoda-3aBucumas  AUCTOHMS ~ OTHOCUTCSL K  TpyIIle  JUCTOHUHU-IUIIOC,
XapaKTepU3yeTCsl HadaJloM B JIETCKOM BO3pacTe, COYETaHWEM JUCTOHHUUA C
CUMIITOMAMH MAPKUHCOHU3MA, HAIMYUEM MEJIEHHO-NPOTPECCUPYIONIETo TeUEHUs U
BBICOKOU A(h(DEKTUBHOCTHIO JICUCHUSI TTpenaparamMmu JeBoaombl. Kak npaBuiio, HIKHNE
KOHEYHOCTH CTpaAaroT cuibHee. MiMeeTcs 0COOEHHOCTh pacpoCTpaHeHUs. AUCTOHUN
M0 NpUHLUIY OYKBBI «N»: CUMITOMBI OOJE€3HU MOSBISIOTCS B OAHOW HOIE, 3aTeM
MOPAXKAKOT PYKY C TOW K€ CTOPOHBI, 3aTEM IPOTUBOIOJIO0KHYIO HOTY, 3aT€M PYKY.

Ectb eme psa CUMOTOMOB, XapakTepHbIX i J10(ha-4yBCTBUTEIBHOU
JUCTOHUM: KOJICOaHHS BBIPAKEHHOCTHU JIBUTATEJbHBIX PACCTPOMCTB B TEUECHUE JHS C
UX YMEHBIIECHUEM IOCIE CHA U YCHUJIEHUEM K BEUYEPY M OCHOBHOW OTJIMUUTEIbHBIN
NpU3HAK — CTOMKMHA 3(P@eKT ManbIX 103 MpernapaToB JEBOAONBI, BO3MEIIAIOLINX
spdekr nopammHa B TONOBHOM Mo3re. OmmcaHbl ciyyaud I[IOJIHOTO perpecca
HEBPOJIOTUYECKUX CUMIITOMOB Ha (pOHE MpreMa HpenapaToB JIEBOIOMbI.

BeiBoabI. /{151 npakTHUECKOro HEBPOJIOra 3aH0I03PUTh U BBISIBUTH Yy MALIUEHTA
no(ha-3aBUCUMYIO AMCTOHHIO HEMAaJOBAXKHO, TaK KaK JaHHOE 3a00JeBaHHE XOPOIIO
MOJTAETCS JICYCHUI0 MaJIbIMU J03aMU/ npenapatoB jeBojomnsl. [lockonbky poda-
3aBHCHMYIO JHCTOHHIO HE BcCerga. ymaercs audQepeHrupoBaTb KINHAYECKH,
mpemaparbl  JIGBOAONBI  IIENIECOO0OpPa3HO. Ha3Ha4aTh  BO  BCEX  CIIydasx
TreHEPAIM30BAaHHON IMCTOHUH, PA3BUBIIENCS B JJETCKOM U IOHOIIECKOM BO3PACTE.

PE3YJbTATBI HPECKOXHOM YHAOCKOINUYECKOH
IF'ACTPOCTOMMUMU Y HAIIMEHTOB C BOKOBbIM
AMUOTPOOPNUYECKHUM CKJIIEPO3OM

beaoyc E. H. 1, Jlesomko U. M. 1, Kniaesuu JI. A. 1, JInxaueB C. A. 2,
Pymkesnu 1O. H.*

'TV «PKI'MIBOB um. I1. M. Mammeposay
: PHIIL] HeBponorum u HEMPOXUPYPruu

BBenenne. bokoBoit amuorpoduueckuii ckiepos (bAC) xponnueckoe, ObBICTPO
nporpeccupyloliee HeWpoJiereHepaTUBHOE  3a00JIeBaHWEM C  M30MpaTeIbHBIM
MOpakKeHUEM LEHTPAIBHOTO U TMepruepuyecKoro MOTOHEHPOHOB, YTO MPUBOIUT K
pPa3BUTHIO TMapanuyell, AbIXaTeIbHBIM U OynbOapHBIM HapylieHusM. bymbOapHbie
paccTpoicTBa, B YAacCTHOCTH Aucharus, ycyryonser TedeHue 3a00JIeBaHus:
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YBEJIMYMBAET BEPOATHOCTh acmupanuu (pa3BUTHUS THEBMOHUHU, AacCPUKCHH);
BAC-accouunpoBanHon kaxekcuu. C [ENbI0 COXpAaHEHMS KadecTBa JKU3HH U
npodUIAKTUKUA JTAHHBIX OCJIOKHEHUH MalMeHTaM IMOKa3aHa YCTAHOBKA YPECKOXKHOM
sHJ0CKOoNUuYeckoil ractpoctombl (UOI'). [laHHash MaHUNYJSIUS MOXET MPOIJIUTH
JKU3HB MalMEHTaM, COXPAHUTh COIMANIbHYIO aKTUBHOCTbD, a TaKKe 00JIETYUTh YXO/I 3a
MalreHTaMHU.

Heab. Ouenuts pesynabrarsl npoeaeHHol YOI y nannentos ¢ BAC.

Marepuanabsl u Meroabl: B ycnoBusax namwmaruHoro otaenienus PKI'TMIBOB
nposiedeHo 68 manuentoB ¢ auarnozoM BAC. C ¢espanst 2017 roga no despans 2019
roga UDI" 3amnanupoBana 34 manueHtaMm. YcnemHo BbimosiHeHa 30 margentaM (11
MyxunHaMm U 19 skeHmmHam) B Bo3pacte oT 39 no 81 roma (cpeanuit Bo3pact 67
[67;74] ner). UMT npu nocrymienun — 22.55 [17.5;24.4]. Cpeanue mokazarenu
KJIIMHUYECKUX aHATM30B: 001ui 0esnok — 69.5 1/1 (4 yenoBeka < HOPMBbI ), ATbOYMUH —
38.8 r/nm (2 yenoBeka < HOpMmbI), Hb M/ix — 138.0/127.2 (7 mongetr < HOpMBI). s
ycranoBkr UDI' mamu mpumensumch ractpoctombl Kimberly-Clark, COOK medical
(USA) u Kangaroo. Ycranopka UDI' mpoxomwia B YCIOBHSX IHAOCKOITMYECKOTO
kabuHera, moja MectHOM anecre3smer Sol. Lidokaint 2% 8-10ml, cemamms Sol.
Diazepami 0.5% 2ml y 11(36.6%) mnamueHTOB, MpoOBEAeHa aHTUOMOTHUKOTEpAIusl.
[Toxazanusamu 11st yeranoBku UDI: B 19 (63.3%) ciyuasx — BeIpaXKE€HHOE HAPYIICHHE
¢byakiuu tinotanus, B 11 (36.7%) — aOcoiIOTHOE OTCYTCTBUE IUTAHUS per oOS
(3ona0BOE, MapeHTepaibHOE). [locie BhIMUCKHU (IepeBoAa Ha amMOyIaTOPHBIN 3Tan)
OBLJT MPOBENICH OMPOC MAIMEHTOB W/HUITN UX POACTBCHHUKOB.

Pesyabtarbl. CpenHss JUIMTENLHOCTH 3a00aeBanusd 10 yctaHoBku UDIT 16.5
[10;22.5] mecsueB. B nepBbie CyTKH Y. HAllUEHTOB OTMEYAINCh HE3HAYUTEIbHBIC
6omu u muCKOM@OPT B 00JACTH YCTAaHOBKHM TracTpocToMmbl. Uepes 24 waca mocie
yctanoBkY UDI' manueHTsl NOoAyYuan 3HTEpaibHOE TUTaHue. B Teuenue ciaeayronmx
CYTOK CAaMOYYBCTBHUE MAIIMEHTOB WIYYILIHIOCh. 3a BpeMsl JajdbHEHIIero npeobBaHus
B OTIEJCHUHU y OOJBIIMHCTBA IAIIMEHTOB OTMEUYEHO YBEJIIMYEHHUE: YPOBHs OOIIEro
Oenka, ajlpbOyMHHA B~OMOXMMHUYECKOM aHajlu3e KPOBHU, IeMOIJIoOMHAa B 0O0IIeM
aHajau3e KpoBH (y MaIMEHTOB C aHEMHUEH).

UDI" He OBLIa ycTaHOBJEHA 4 3alJIAHUPOBAHHBIM MAIlMEHTaM: B 2-X CIIy4asx
HaOmofancs . «GaMIep-CUHAPOM» W HEBO3MOXKHOCTb ~ PEYCTAaHOBKHM  M3-32
MHOUIbTpaluu TepenHel OpIOHON CTeHKH, y 3-r0 HalueHTa MpU IPOBEICHUU
OI'JIC mosBMIOCHh 3aTPyIHEHUE IbIXaHMs, CTajda HApacTaTh OT/BIIIKA, OIEparus
OTMEHEHa, B YETBEPTOM CJIy4ae — HW3-3a BBIPAKECHHOW >KUPOBOM MPOCIOWKH ObLIa
3aTpy/IHCHA auadaHOCKOMMs, YTO SBUJIOCH BPEMEHHBIM TNPOTHUBOIOKA3aHHEM K
MIPOBEJECHUIO TACTPOCTOMHUMU.

PerpocnextuBHO ObUTO OmpormieHo 30 MalMeHTOB W/WIA UX POJCTBEHHHUKOB.
Ha moment ompoca 15 mamuenTtoB ymepio (JieransHocTh 50% 3a 2 roga), cpenHsis
JUIMTENBHOCTD U3HU 17 [8.5;36] mecanes. Cpenuss NpoaOIKUTEIBHOCTD )KU3HA OT
ycrtaHoBkn YOI no cmeptu cocraBuna 5 [2.5;5.5] mecsanes. BepkuBaeMoCTh 4epes
1 mecsy — 29 (96.7%) denoBek xKuBbIX, 3 Mecsia — 24 (80%) demoBeka, 6 MecCsIIEeB —
11 (63%) uenoBek. U3 ocrtaBmmxcst 15 onpomennsix: 11 (73.3%) nauueHToB
OTMEYAIOT CTa0MIM3AIMI0 Macchl Tena yepe3 1-1.5 Mecauna nocie ycranoBku YOI,
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emte 3 (20%) nmpubaBuiu B Bece Ha 1-6 kr u 1 (6.7%) manueHTKa Ipo0JKUiIa TEPATh
BEC, XOTA /0 ractpoctomMuu Bce marueHTsl (100%) oTMedanu moTepro Macchl Tena;
TonbKko 4(26.7%) mnanueHTa CMOTJIM MPOJOJDKUTH YaCTUYHOE IUTAHHE per oS
coBMelasi ero ¢ sHTepayibHbIM (uepe3 UDT); 11 (73.3%) mainueHTOB HE CMOIIIH
IPOAOHKUTH MUTAHUE PEr 0S Cpa3zy, TUOO0 OTKA3AIUCH OT HETrO B TeueHue 2-3 HeJelb
MOCJIe YCTAHOBKHU TaCTPOCTOMBI.

BoiBoabl. Takum  oOpa3om,  TO3AHSS ~ YCTAHOBKA  TacTPOCTOMBEI,
BBITIOJIHSIIOIIASICSL HAa PA3BEPHYTOM CTaAMKU OO0JIE3HH C AS(PUIIMTOM MACChl AlUEHTa U
BBIDOKCHHBIMA ~ OyJbOapHBIMH ~ HApYIICHUSIMH,  OOYCIABIWBAIOT _ XYAIILYIO
BBDKMBAEMOCTb. (CBOEBpEMEHHO ycTaHOBJieHHas YDl mno3Bonser (3amMelIuTh
nporpeccupoBanue AepUIMTa MacChl Telna ¢ YAy4YIIUTh  (PYHKIIMOHATHHBIC
BO3MOYKHOCTH TAIICHTOB.

HOBBIE BOSMOKHOCTHU KOMINVIEKCHOTOJIEHEHUSA
IJIMAJIBHBIX OITYXOJIEA I'OJIOBHOI'O MO3I'A

bopuceiiko A. B. 1, CMmesiHoBHY A. D, 1, I'os10BKO A. M. 1,
Kykosa T. B. :

' PHIILI HeBpONOrnn# HeHPOXUPY Py
* PHITL] TpaBMaTONOIAH M OPTONEIHH

BBenenue. Ycrnexu COBPEMEHHOM  HEMPOOHKOJOTMU IIO3BOJIMIM  YJIYYIIHUTH
pe3ysIbTaThl KOMOMHUPOBAHHOTO M KOMIUIEKCHOT'O JICYEHHUSI MAIIEHTOB C TIMAIbHBIMU
OITyXOJISIMH, OJJTHAKO, HECMOTPS H& JOCTMKEHHS B PA3BUTUN XUPYPTUYECKON TEXHUKH U
Jy4eBOM Tepanuu, pa3pabOTKy M BHEAPEHHE HOBBIX XUMHOIPENApaToB, MeIuaHa
BBDKMBAEMOCTH JJAHHOM KATETOPHUH MALMEHTOB OCTAETCSA HENPOIAOLKUTEIBHOM, YPOBEHD
MHBAIMIM3AIMA  TaKkKe “OCTAaeTCs BBICOKMM. OTO OOYCIIOBIMBAET IOCTOSHHYIO
HEOOXOMMOCTD TIOMICKA HOBBIX METOIUK JieueHUs. OIHOM U3 TaKMX METOAMK SIBIISETCS
IIPOTUBOBUPYCHAsA ~ Tepamus,  BO3JECHUCTBUE  KOTOPOM  OCYIIECTBIIIETCS  Ha
ATUOIIATOT€HETUYECKOM YPOBHE. OCHOBHBIM MEXaHU3MOM pocra
BBICOKO3JIOKAYECTBCHHBIX TJIMAIBHBIX OITyXOJIEW SABIIETCS TO, YTO pa3HUIA B
skcopeccur @antuanontotrueckux (bcl-2) m amonrotmueckux (p53) dakropoB s
SHIOTETHAIIBHBIX KIETOK 3HAYUTEIBHO OO0JIBIIE, YeM IS OIMyX0JeBbIX KieTok (p<0,01),
YTO OIPENEISICT MEPBUYHBIM POCT COCYAOB. | JManbHbIE OMYXOIM KOHTAMHUHHPOBAHBI
Bupycom mnpocroro repreca (BIII') na 92-93%. BIII, B cBowo oyepenb, SBISETCS
ATHONATOr€HETUYECKUM (PAKTOPOM MPOYKTUBHOIO BOCHAJIEHUS, XapaKTEPU3YIOIIUMCS
T-mumdoumTapHoil nHpUIbTpaKen. Mexann3M B3aUMOAECUCTBUSL BUPYCHOTO '€HOMA C
OITyXOJIEBOM TKAHBIO 3aKIJIFOYAETCSI B TOM, YTO KOHTAMUHALMS BBICOKO3JIOKAYECTBEHHBIX
rnuanbHbIX omyxosei BIIIT yBennunBaeT KOIMYECTBO aHTHAMIONTOTHUECKOTO (hakTopa
(bcl-2) sHmoTenmmambHOW KIETKH B CpelHEM Ha 3 pa3a, KOJIMYECTBO peEIenTopa
snunepmaibHoro ¢akropa pocra (EGFR) yBenuunBaercs B cpeanem B 2,5 paza. Ha
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