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CITMICOK COKPAIIEHUN

AK — anbTepHaTHBHAA KOMMYHUKAIUS

BAC — 60koBo# aMHOTpOohUUECKUi CKIIEpO3

BbJIH — Gosie3Hb IBUTATEIHHOTO HEWPOHA

b® — Gynpbapuas hopma

BAIII — Bu3yanbHO-aHaja0roBas mkasa

BO3 — BceMupHas opraHuzanus 3ApaBOOXpaHEHUS

JAW — noBepuTenbHbI HHTEPBAI

JIH — npixaTenbHas HEIOCTaTOYHOCTh

JIHK — ne3oxcupnOOHyKIIEMHOBAs KUCIIOTA

JKEJI — )xn3HeHHass €MKOCTb JIETKUX

NBJI — nHBa3uBHAs UCKYCCTBEHHAS! BEHTUJIALIUS JIETKUX
NUMT — unaekc Maccel Tena

MPT — MarHUTHO-pE30HAHCHASI TOMOTpadus

HHMBJI — HeuHBa3uBHAsI UCKYCCTBEHHAS! BEHTUJISALIUSA JIETKUX
HOIII — nymepoJioruueckasi olieHOYHas IKaja

OPUT — oTnenenue peaHMMAalMu U1 UHTEHCUBHOM TEpanuu
[TK® — nosicanuno-kpectiioBas ¢popma BAC

[IMA — nporpeccupyoniasi MblleqHasi aTpodus

[IMH — nepudepuuecknii MOTOHEHPOH

IIMII — mayummaTuBHasg MEIUIIMHCKAS ITOMOIIb

[ILIP — monuMepa3Has nenHas peakuus

PHK — pubonykienHoBas Kuciora

[IMH — neHTpanbHbIii MOTOHEUPOH

UDI' — upeckokHask SHIOCKONMUYECKAsi TaCTPOCTOMUS
[T ® — meitno-rpyanas Gopma bAC

HIII — mixomna aJ1g manueHToB

OHMI - snextponeipomuorpadus



ALS FRS-R (Revised ALS functional rating scale) — I[TepecmoTpeHHas mkana Hapy-
meHnid QyHKIUH Tpu O0KOBOM aMHOTPO(DUUIECKOM CKIIEpO3€e

AR — reH aHIpOreHHbIX PEUENTOPOB

ATXN2 — reH, KOOUPYIOIMUNA aTaKCUH-2

C90rf72 — ren, kogupyroruii 6enox C9orf72

FUS — ren, xogupytomuii JIHK/PHK-cBsi3piBarommii 6emox

HADS (The Hospital Anxiety and Depression scale) — rocuraibHas IIKaia TPeBOT'H
U JIeTIpecCcuu

SOD1 - ren, xogupytontuii 6emok SOD1

SOD1 — Menp-uMHKCOAEpIKAIIIas CyIepOKCUAMCMYyTa3a 1

TARDBP — ren, kogupyoomuii pekoMOnHaHTHBIN 6emox TDP43

TDP43 — TAR-JIHK-cBs3p1Baromuii 0eaok



BBE/JIEHHE

AKTyaJ'IBHOCTI) TCEMBI UCCIICAOBAHUA

BbokoBoii amuotpoduueckuii ckiepo3 (BAC) — oaHa u3 BakHeHmux mnpoOiem
COBPEMEHHOW HEBPOJIOTHH, TaK KakK 3TO 3a00JIeBaHHE MOpa)XaeT MPEHUMYIIECTBEHHO
J0AEH TpyIOCHOCOOHOTO BO3pacTa, BEAYIIUX aKTUBHYIO COLIMAIbHYIO KU3Hb, U HEU3-
O€KHO MPUBOJIUT K (aTalbHOMY UCXOAY. B HacTosiiee BpeMsi 3THOJIOTHsI, TATOTEHE3
U ($aKTOphl, BIUAIONIME HA 3aIlyCK HEYIPABIsAEMOU ruOeny ABUTraTeIbHBIX HEUPOHOB
npu BAC, okoHUaTenbHO HE BBIICHEHBL. B CBsi3U ¢ 3TUM OTCYTCTBYET 3((deKTUBHAS
naTOreHeTHYEeCKask Tepanus U He pa3paboTaHbl METOIbI MPODUIAKTHKH.

Knunnueckas kaptuHa BAC xapakTtepusyercs reTepOr€HHOCTBIO B BHUJE IEp-
BUYHOI'O Oyara naToJOrM4ecKOro mpoliecca, BapuaOeIbHOCTH COYETaHUs MPU3HAKOB
MOPAXEHUSI IEHTPAILHOTO M MEepUEpPUUECKOTO JBUTATEIbHBIX HEHPOHOB, BO3pacTa
Havana 3a00JeBaHMsI, HAJIMYUEM HACIEACTBEHHON INPEApPACHOIOKEHHOCTH U TEMIIa
nporpeccupoBanus. [Ipu BAC pa3BuBarOTCA NMpOrpecCUpyOmME Nape3bl CKEIETHON
MYCKYyJaTypbhl KOHEUHOCTEH, TyJOBUINA, IbIXaTEIbHON W Oynp0apHON MyCKyIaTyphl,
IPUBOJAIIME K JBUraTEIIbHBIM HapyLIEHUsM, AblxaTeabHoW HemoctatoyHocTu (/IH),
nucgaruu U nu3apTpuu. Beimre ykazanHele ocooeHHOCTH BAC 00ycnaBnuBarOT CI0XK-
HOCTHU IIPOTHO3UPOBaHMS 3a00JI€BaHMSL.

CornacHo CJOXUBIICHCS MHOTOJIETHEH NpPAKTHKE, TMOCIE TOro, Kak IUarHo3
YCTaHOBJICH, TAIIMCHTHI BBIMTUCHIBAIOTCS U3 CTAI[MOHApa Moj HabII0eHNEe YIaCTKOBO-
ro Bpaya M HEBPOJOra MOJIMKIMHUKUA MO MECTY kuteiabcTBa. C yuyeToMm crienupuku
3a0o0seBaHus, OBICTPO MPOTrPECCHUPYIOMIETO TEUEHHUS, TSHKECTH €ro MpPOSBICHHM, a
TaK)Ke PEIKOW pacHpOCTPaHEHHOCTH, YYaCTKOBOMY Bpauy CJIOXHO OBICTPO pearupo-
BaTh Ha YXYALIEHUE COCTOSIHUS OOJIBHOTO, MPEII0OKUTH METOAbl KOPPEKIIUU CUMIITO-
MOB ¥ CBOEBPEMEHHO HAMPaBUTh HA TOCMTUTAIM3AIMIO B CIICIIUATM3UPOBAHHBIN CTaIH-

OHap B COOTBCTCTBHH C ITOKAa3aHUAMMU.



AKTyaJbHBIMH SIBJISIIOTCS HE TOJBKO MEAUIMHCKHE, HO U COLMAIIBHO-TICUXO-
JIOTUYECKUE, HATUYECKUE ACIMEKThl OKa3aHWs MAJJTMATUBHON TMOMOIIM KaK OOJbHBIM
BAC, tak u wieHam ux cemeit ([mmmokosa FO.A. u np., 2017). bonbabie BAC HyX-
JaloTcsl B MH(POPMAIIMOHHON MOJIEPKKE U BO3MOXKHOCTU MOJPOOHO 00CYIUTH C Bpa-
YOM TEKyIIUe MpoOJieMbl CBOETo 3abojeBanus. B cBsa3u ¢ HemocTaTkoM MHGOpMALIUH
OHU HEPEeIKO MPHUOErarT K JOPOrOCTOSIIKUM aJbTepPHATUBHBIM METO/IaM JICUCHUs, He
UMEIOIINM JI0Ka3aTenbHON 3 dexTuBHOCTU. B pe3ynbrare 3aTpaurBaioT 3HAYUTEIb-
HYIO 4acTh (DMHAHCOBBIX CPEJCTB, KOTOpPHIE MOIJIM Obl KMCIONB30BATH JISI CO3JAHUS
MaKCUMAaJbHOTO KOM(OpPTa U KaYECTBEHHOI'O YX0/1a, YTO OCOOCHHO aKTyaJIbHO B IPO-
1Iecce NMPOrpeccCUpoBaHUsl 3a00I€BaHMSL.

PoncTBeHHUKHN OOJIBHBIX TAK)KE CTAIKUBAIOTCS C ICUXOJIOTMYECKUMH, COLIMAIIb-
HBIMU U 3KOHOMHYECKHMX MpPOOJIEMaMH, BBI3BAHHBIMHU 3TUM TSDKEIBIM 3a00JIEBAHUEM,
HOSIBJIEHHEM MOTPEOHOCTH B OCYLIECTBIEHUU aJIEKBAaTHOTO yXOJa 32 OOJbHBIM U IICH-
XOJIOTUYECKOW MOJAJEPKKE, UTO PE3KO YXYAIIAeT KauecTBO XKU3HU Bcer ceMbu (Jle-
Burkuii [.H. u ap., 2018).

HecMoTps Ha oTcyTcTBUE 3(PPEKTUBHOrO NATOr€HETUYECKOTO JIeYeHUs1 OOKOBO-
ro aMUOTPO(UYECKOTO CKIIEPO3a, CYIIECTBYIOT METObI, HANIPABJICHHbIE HA YMEHBIIIE-
HUE TSDKEJIBIX CUMIITOMOB 3a00JIeBaHUs, HA TOJACpKAHUE KUZHEICATEIIbHOCTH U OT-
HOCHTEJIBHO MpHemMiIieMoro kadecrsa xu3uu (3axapoa M.H. u ap., 2014). Opnako
OTCYTCTBHE MOBCEMECTHOIO IMPUMEHEHUS 3TUX METOOB IMOIEPKUBAIOIIECH CUMIITO-
MaTUYECKOM Tepanuu B MPAKTHYECKOM 3PaBOOXPAHEHUH U HEJOCTATOYHBIN ONBIT Op-
raHU3alyy MOMOIIM TAKUM MallMEeHTaM Ha MO3JAHUX CTaausX 3a00JIeBaHUs ONPEIEISIeT

AKTYAJIbHOCTDb HACTOAIICTO UCCIICAIOBAHUA.

Cremnenb pa3pabOTAHHOCTH TEMBI

Poccuiickue HAayY4YHBIC HMCCIICAOBAHUA, T'JIaBHBIM 06p330M, OBLIH ITOCBSIICHBI

U3y4eHHUIO MaToreHe3a W coBepiieHcTBoBaHUIO auarHoctukn BAC (JIeicoropckas

E.B., 2018; 3akpoiimukosa 1.B., 2019), a taxxke snuaemuonorud BAC B pa3audHbIX



peruonax ctpanbl (EpmomaeBa A.U., 2014; Tantun A.A., 2010; Camomkuna O.U.,
2007; HaswimoBa T.K., 2015). Tak, 1o JaHHBIM 3MHIEMUOJOTHIECKOT0 HCCICIOBAHUS,
nposogumoro B Cankr-llerepOypre, pacnpoctpanenHocts BAC cocrasisna ot 1,1 1o
1,5 marmmentoB Ha 100 ThIC. HaceneHus, a 3a0o1eBaemMocth 0,3 10 0,6 HOBBIX CiIy4yacB
Ha 100 toic. Hacenenus B rof (Camomkuna O.U., 2007).

[lo naHHBIM 3apyOeKHBIX HCCIIEIOBAHUI, MPOBOJUMBIX B 00Jiee MO3IHUM Tie-
puon, pacrpoctpaneHHOCTs BAC konebnercs ot 1,1 mo 8,2 Ha 100 ThiC. HaceneHUs
(Pupillo E. et al., 2014; Couratier P. et al., 2016; Marin B. et al., 2017). IIpu 3ToM
cpennsis 3a0o1eBaemMocth BAC B eBpomneiickux cTpaHax cocTaBiseT 1 - 3 HOBBIX Cly-
yast Ha 100 TeIC. HaceneHus B roj, a pacupoctpaHeHHOCTh BAC HaxoauTcs B mpeje-
nax 3 - 5 Ha 100 Teic. yenoBek. Takum oOpa3zoM, B CaHkT-IlerepOypre ¢ 4MCIEHHO-
cthio HaceneHus: 5383890 yenosek (mo manHbIM [leTpoctara mo cocrosiHuio Ha 1 sH-
Bapst 2019 r.), 3a06071€BaeMOCTh MPEOTOKUTEIHHO cocTaBisieT 54 - 161 HOBBIX City-
4aeB B IoJl, 4 YHCJIO PAHEE TUATHOCTUPOBAHHBIX U BIIEPBBIE BOZHUKIIMX cirydaeB bAC
MOXeT nocturath 161 - 269 exxeromno.

Hemorpadurueckrne 0COOEHHOCTH COBPEMEHHOTO OOIECTBA C HAPACTAHUEM JI0-
JU TIOKWIBIX JIFOACH B momyJsinuu B 21 Beke BO BCeM MHPE 3aKOHOMEPHO CIIOCO0-
CTBYIOT YBEJIMYECHHIO PACIPOCTPAHEHHOCTH HEM3JICYMMBIX 3a00J€BaHUMN, pa3BUBAIO-
IIMXCS B CTApIIMX BO3pACTHBIX rpynnax, B ToM uucie bAC. Ilo naHHbIM ncciienoBa-
HUs, npoBeAeHHBIX B 10 crpanax u reorpaduyeckux peruonax (Kurait, EBpomna,
Wpan, SAnonus, Jlusus, HoBas 3enanaus, Cepous, TaiiBans, CIIIA u Ypyrsaii), 0xKu-
naetrcs, uto ¢ 2015 mo 2040 rr. 3aboneBaemocth BAC Bo3pacTeT Ha 69%, riIaBHBIM
obpasom 3a cueT pa3BuThix ctpan (Arthur K.C. et al., 2016).

B nocneanue roapl yCHENIHO PEIIEHbl MHOTHUE CJIOKHBIE BOMPOCH nTuddhepeH-
ransHor quarnoctukn BAC (3axaposa ML.H. u ap., 2017). C noBbilieHHEM JT0CTYII-
HOCTU COBPEMEHHBIX JIMATHOCTUYECKUX TEXHOJOTUM, OTKPHITUEM CIECLHAIN3UPOBAH-
HBIX OTJICJICHUM M HAay4YHO-UCCJIEAOBATEILCKUX IIEHTPOB MOXHO TOBOPUTH O TEHICH-
1 K yBenuuenuro cinydaeB nuarHoctuku BAC. Tak, B Cankt-IlerepOypre B crierua-

JIM3BUPOBAHHOM HEBPOJOIrHYCCKOM OTACICHHUN OCYIICCTBIIAACTCA NUArHOCTHKA HEPBHO-
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MBIIIEYHBIX 3a00sieBanuid, B ToM uucie BAC, na 6aze CII6 ['bY3 «I'opojackast MHOTO-
npoduasHas 6osbHUIIA No2) ¢ UCIOIB30BAHUEM JIOTIOIHUTEIBHBIX METOI0OB MCCIIEI0-
Banusi: DOHMI, MPT, uccinegoBaHusi BbI3BaHHBIX MOTEHIMANIOB, TPAHCKpPaHUATBLHON
marauTHo crumyisiun (CtyueBckas T.P. u np., 2016).

BBuny orcyrctBus 3pdekTuBHbIX Mep npoduiaktukd u jgedeHus BAC, mpo-
TPECCUPYIONIET0 XapakTepa 3a00eBaHus, HEOOXOAUMOCTH CBOCBPEMEHHOTO BBISIBIIC-
HUS TPU3HAKOB JUc(aruv M JbIXaTeIbHOM HEAOCTATOUYHOCTH, KOPPEKIIUU TSKEIBIX
CHUMIITOMOB, OCOOCHHO Ha IMO3JIHUX CTaausax 3aboisieBaHus, 6oapHble BAC HyX)naroTcs
B PETyJISIPHOM HAOJIIOJICHUHU Ha MPOTSKEHUU BCEro nepuoaa 00yie3HU. ITO JIeNIaeT ak-
TyaJdbHBIM MPOOJEMy OpTraHU3alMHU MATMAaTUBHOM MmomMomy mnarueHtam ¢ BAC nHa
aMOyJIaTOpHOM 3Tare, pa3padOTKU U BHEAPECHUS allTOPUTMOB JUHAMHYECKOTO HAOJIIO-
JICHUsI 32 JAaHHOM KaTeropuel 00JBHBIX ¢ YIETOM MEXIYHAPOIHBIX PEKOMEHIAIIUM.

C ydeToM BO3pacTaroliei MoTpeOHOCTH B OKa3aHWM IMaJJTHATUBHOM MEIUITNH-
ckoi momotnu AJist 60JbHBIX BAC BO3HUKAET HEOOXOAUMOCTh OTKPBITUS CHEIUATA3H-
POBaHHBIX CTY>KO, MAJUTMATUBHBIX OTACIICHUH, IICHTPOB NMAJUIMATUBHON MEIUIIMHBI IS
oosbHbIX BAC. Tak kak B HacTosilee BpeMs B XOCHHUCAX OKa3bIBACTCS MalIMAaTUBHAS
MOMOII[b TPEUMYIIIECTBEHHO MAIIUEHTAM C OHKOJIOTMYECKUMHU 3a00JICBAHUSIMHU.

B HacTosmiee BpemMsi HEA0CTaTOYHO JTaHHBIX O BBDKHMBaeMOCTH 00ibHBIX BAC B
POCCHICKON TOMYJISIIMU W HE MPEICTABICHO PE3yJbTATOB JIUTEIBHOIO AUHAMUYE-
CKOr0 HaOJNIOJNCHHUS MAlMCHTOB HAa MO3JHHMX CTaausax Oose3nu. MccnemoBaHwmii, IMo-
CBAIIICHHBIX HAyYHOMY OOOCHOBAHHMIO M OPTaHU3AIMH CHCTEMBbI IMaJJTMATHBHOM ITO-
Mot 60apHbIM BAC, B P® He mpoBOAWIIOCH, YTO SIBUJIOCH OCHOBAHHMEM JIJI BHIOOpA

TCMBI HACTOAIICTO AUCCCPTALMOHHOIO UCCIICAOBAHU .

Llenp uccnemoBanus

O6ocHoBaTh U pa3padOTaTh KOMIUIEKCHYI0 MYJIbTHAMCIHUIUIMHAPHYIO CHUMIITO-

MaTHUYECKYI0 TEpPaANuio TMO3IHUX CTaJAWi OOKOBOTO aMHUOTPO(HUECKOTO CKiepo3a s

ONTHUMM3ALINU OKAa3aHUI MEIUIMHCKON TOMOIIIH.
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3a1aun ucciaeq0OBaHUA

1.  HccnemoBaTh KIMHHKO-TIATOTEHETHUYECKHE OCOOCHHOCTH W JUHAMHUKY
(YHKIIMOHATBHOTO COCTOSIHUS MPHU PA3IUYHBIX opMax OOKOBOTO aMUOTPOPUIECKOTO
CKJIepo3a.

2.  llpoaHanu3upoBaTh BBDKHUBAEMOCTb W ONPEACIUTH HEOIAronpUsTHBIC
IpOrHocTudeckue (GakTopel Mpu OOKOBOM aMUOTPO(PUUECKOM CKIEPO3E.

3. Paspaborarb M 00OCHOBAaTH KOMIUIEKC MEPOIPHUATHI 10 OKa3aHHIO
CUMITOMATUYECKOW MYIBTUAUCIUILUIMHAPHON Tepanuu i  OOJBHBIX OOKOBBIM
aMHOTPO(UUECKUM CKJIEPO30M B 3aBUCHUMOCTH OT KIMHUYECKUX NPOSBICHUNA U
cTaauu 3a00JIEBaHUS.

4. O1eHUTh MPOTHOCTHYECKYIO 3HAYMMOCTh KOMIUIEKCHOM MYJIBTHAMCLIHUII-
JUHAPHOM CHMIITOMaTHYECKOM Tepanmuu MO3AHUX CTaAuid OOKOBOIO aMHUOTPO-
(UYECKOro CKJIEepo3a U €€ BIUSHUE HA TeUeHHE 3a00JIeBaHUS.

5.  Peanu3oBaTh MHHOBAaIlMOHHYI0 PErMOHAIBHYIO MOJAEIb MEIUIMHCKON
MOMOIIIM M COIHMAIBHON TOJJICPKKH TMaldeHTaM ¢ OOKOBBIM aMHOTPO(HUECKHM
ckiepo3oM B Meranonuce (Ha nmpumepe Cankr-IlerepOypra) U OLEHUTH €€ METUKO-

COMMAJIBHYIO 3HAYNMOCTD.

Haqua;[ HOBHU3HAa HCCIICAOBaHUA

[IpoBeneHHOE MOJNEKYISIpHO-TEHETUUECKOE uccienoBanue reHoB ATXN2 wu
C90rf72 1o3BoOIMIO0 YTOYHUTH BKJIAJ T'€HETHUECKUX (DAaKTOPOB B MATOreHe3 OOKOBOIO
aMUOTPO(UUYECKOTO CKJIEpO3a: YCTaHOBJCHa dacToTa MyTarmui B reHax ATXN2
(8,5%) u C90rf72 (2,4%), BeIsgBIICHA TEHACHIIMS K 0OJIee cTapiieMy Bo3pacTy jaebroTa
3aboseBanus npu mytaiuu B reae ATXN2 (p=0,065).

Ha ocHOBaHWM aHa/mmM3a TWHAMHUKU (QYyHKIIMOHAJIHLHOTO COCTOSHUS W KIMHUYC-
CKUX TIPOSIBIICHUN OOKOBOTO aMHOTPO(PUUECKOTO CKJIEpO3a YTOUHEHBI BBKHBAEMOCTD

NangueHTOB C pa3/JIMYHbIMUA (bOpMaMI/I 3a00JIeBaHUs U HC6HaFOHpI/I$ITHBIe IMPOTHOCTHUYC-
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ckue (aKkTOpbl, BBISIBICH HEPABHOMEPHBIN TEMII ITPOTPECCHPOBAHUS 3a00JICBAHMS, YTO
00OCHOBBIBACT HEOOXOIMMOCTHh JUHAMHYECKOI'O HAOJIOACHHUS NAIMEHTOB Ha BCEX
JTanax pa3BUTHS 3a00JIEBaHUSA C IEIbI0 PaHHEH JAMArHOCTHKU KU3HEYTPOKAIOUIUX
CUMIITOMOB, UX KOPPEKINH ¥ TUIAaHUPOBaHUS 00beMa MaUTMaTUBHOU TTOMOIIIH.
Hayyno o0ocHOBaHa MpOrHOCTHYECKAs 3HAYMMOCTh MPEJIOKEHHON WHHOBA-
IUOHHON PETMOHAIBHOM MOJEI MEIUIMHCKOW MOMOIIA U COUHAIBHON MOAAECPKKH
nalnueHTaM ¢ OOKOBBIM aMHOTPO(HUUECKHMM CKJIEPO30M B Meramojuce (Ha mpumepe

Cankr-IletepOypra).

TGOPCTH‘IGCKEUI " IIPAKTUYICCKAA 3HAYUMOCTDb UCCIICAOBAHUA

[Tokazano ymydnieHre MNporHo3a 3abojieBaHus HA (oHe pa3pabOTaHHOrO U
BHEJPEHHOIO KOMIUIEKCAa MYJIbTUAUCIUILIMHAPHON CHUMIITOMATUYECKON TEpaluu IS
OOJBHBIX OOKOBBIM AMHOTPOPUUECKUM CKIEPO3OM.

Co3nan KaOuMHEeT MAJUTMATUBHOM MMOMOIIN JJI OKA3aHHsI KOMIUIEKCHOW MEIUKO-
COLMAIIBHOM, MCUXOJIOTUYECKON MOMOIIM CEMBSIM BO B3aUMOJECHCTBUU CO CIELHAIH-
3UPOBAaHHBIMU OTIEICHUSMU MeIUUUHCKUX yupexnaenuii Cankr-IlerepOypra. Buen-
PEHUE NHHOBAIMOHHON PETMOHAIIBHOM MOJIEJIM MEIUIIMHCKON MOMOIIH U COLMAIbHOMU
MOAJCPKKM TMalMeHTaM ¢ OOKOBBIM aMHUOTpPOPUUYECKUM CKIepo3oM B CaHKT-
[TerepOypre MO3BOJUIO YBEIUYUTH JOCTYIMHOCTh MEIUIIMHCKON IMOMOIIW IS ATOM
KaTeropuu MalUeHTOB Ha aMOYJATOPHOM JTare, ONTUMU3UPOBATH TUATHOCTUKY TS-
JKEJIBIX CUMIITOMOB Ha TMO3JIHUX CTaJUsAX Pa3BUTHS OOJE3HH U OCYIIECTBISATh UX KOP-
PEKLHUIO B COOTBETCTBUU C MEXIYHAPOAHBIMUA PEKOMEHIALUSMMU.

[IpenoxeHHbIN alropuT™M OpraHU3AMU JIUHAMUYECKOTO HAOJIOIECHUS] TTOMO-
KET BpayaM-HEBPOJIOraM MPUHUMATh PEIICHUS MO TAKTHUKE BEICHHS OOJBHBIX OOKO-
BBIM aMHOTPO(PUUECKUM CKIEPO30M Ha BCEX ATamax pa3BUTUS 001e3HU, 000CHOBAHHO
BBIOpaTh BUJI U O0BEM MEAMIIMHCKON MOMOIIM, OCYIIECTBISTh MEKAUCIUTIIIMHAPHBIC

B3auMoJielicTBusl. BHeapenue ombita padotsl «Ciy:KObI ITOMOIIM MAIMeHTaM ¢ OOKO-
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BbIM aMHOTPO(UYECKUM CKIEPO30M JIPYTUMH HEUPOMBIIICYHBIMHU 3a00JICBAHUSIMI B

KIIMHUYCCKYIO ITPAKTUKY IIOMOXKCT pCAJIN30BATh CUCTEMY UX Ha6JII-O,H€HI/IH Ha JIOMY.

M@TOI[OJIOFI/IH N MCTOObI HCCIICAOBAaHUA

MeTonoa0rusi Hay4HOr0 MCCIIEJOBAaHUS OCHOBaHA HA aHAJIM3€ OTEUYECTBEHHBIX U
3apyOeKHbIX MYOIMKAlMNA, TMOCBAIIEHHBIX MPOOJIeMe KIMHUKO-TATOTEHETUYECKUX
0COOEHHOCTEH U JieueHHs] OOKOBOTO aMHUOTPO(UUECKOro CKIIepo3a Ha pa3HbIX 3Tamnax
TeYeHUs1 OOJIE3HH.

JUIst pelieHns OCTaBICHHBIX B IUCCEPTALMOHHOM HMCCIIEIOBAaHUM 3a/1a4 IPOBeE-
JIEHO KOMILIEKCHOE KIMHUKO-HEBPOJOTUYECKOE, T€HETUYECKOE U MHCTPYMEHTAJIbHOE
(ciupomeTpusi) obcinenoBaHue HanMeHTOB. [lomyueHHBIE B XOJ€ HCCIIEOBaHUS pe-
3yJbTaThl ObUIM OJBEPTHYTHI CTATUCTUYECKONW 00pabOTKe.

OOBEKT HcClleJOBaHUs — NAMEHTHI ¢ BEpU(PUIUPOBAHHBIM OOKOBBIM aMUOTPO-
(bUYECKUM CKIIEPO30M.

[IpeameT uccneqoBaHusl — BHIPAXKEHHOCTh U TMHAMHUKA KIIMHUYECKUX MPOsBIIE-
Huii BAC y nanueHToB Ha (JOHE CUMITOMATUYECKON MYJIbTUAUCIUILUIMHAPHON Tepa-

IIHUH, (I)aKTOpBI, BIMAIOMINC Ha BEIXKMBACMOCTD ITALIUCHTOB.

OcHOBHBIC IMOJIOKCHM A, BBIHOCUMBIC HA 3alllUTy

1. BokoBoii aMHOTpOPHUUECKUI CKIIEPO3 UMEET HEPAaBHOMEPHBIA TEMII MPO-
IPECCUPOBAaHUS HE3aBUCUMO OT (OpMBI 3a00JI€BaHUS U COMPOBOXKAAETCS Pa3BUTHEM
HE TOJBKO JBUTATENbHBIX HAPYIICHUWA, HO U AUCHAruu, AbIXaTEIbHBIX PACCTPONCTB,
HapyLICHUH peyu, 00JIEBOTO CUHIPOMA, TPEBOTU M JENPECCUH, YTO TPeOyeT TuHAMU-
YEeCKOro HaOJIOICHUs HA BCEM MPOTSHKEHUU OOJIE3HH ISl CBOEBPEMEHHOIO OKa3aHUs
CUMIITOMATUYECKOW MOMOIIIH.

2. Hcnonp3oBanue pazpabOTAHHOTO UM BHEJPEHHOTO KOMIUIEKCa MEpONpHs-

THUM M0 OKAa3aHUIO MYHLTHJII/ICHI/IHHHHapHOﬁ CUMITOMATHUYECKOM IIOMOIIU IMannucHTaM
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C OOKOBBIM aMHOTPO(PUIECKUM CKIEPO30M CIOCOOCTBYET YBEIMYCHHIO BHIKHBACMO-
CTH, YMEHBIIICHUIO TSDKEJIBIX CUMIITOMOB MO3[HUX CTaJui 3a00J€BaHUS U yiIydllle-

HHIO HCHXO-COHH&HLHOﬁ ajaliTalyy IanucHTOB K 00JIe3HU.

CreneHb JOCTOBCPHOCTH U ar[p06au1/151 PE3YJILTATOB

JIOCTOBEPHOCTh MOJYYEHHBIX PE3YIbTATOB OMPEAEISIETCS NOCTATOYHBIM KOJIU-
YeCTBOM HAOIIOJCHUI, YETKO IMOCTABJICHHOM IENbI0 M 3aJladyaMu, KCIOIb30BaHUEM
COBPEMEHHBIX METOJIOB CTATUCTUYECKOTO aHAJIU3A.

Marepuaiibl AuCCEpTallMM JIOJOKEHBI U OOCYXKJCHBI HAa MEXKIYHAPOIHBIX,
HAIlMOHAJIBHBIX KOHIPECCaX, €XKETOJHbIX HAyYHO-TIPAKTUUECKUX KOH(DEpEeHITUsX:
HAYYHO-TIPAKTUYECKON KOH(EepeHIIMU ¢ MEeXAYHapoIHbIM yuacTueM «KimHuyeckas
Helpo-pusuonorust u  Hepopeabunurtanus»  (Cankr-IletepOypr, 2016 1),
koH(pepeHnn «bone3Hb MoTOHEHpoHa Il malueHToB W mnpodeccuonanoy» (Pura,
JlatBus, 2017 1), XXIII BcemuproMm HeBposiorndeckoMm koHrpecce (Kuoto, Anonus,
2017 1.), KOHrpecce ¢ MeXIyHapOAHBIM yuacTheM «JlaBuaeHkoBckue uyteHus» (CaHKT-
[lerepoypr, 2017 r), Bcepoccuiickoli  HayyHO-NPAKTHYECKOM  KOH(pEpEeHIUU
«HeoTnoxHble COCTOSIHUSI B HEBPOJOTHHM: COBPEMEHHBIE METOJbl JHUATHOCTUKH H
neuenus» (Cankrt-IlerepOypr, 2017 1), HaydyHO-IPAKTUYECKOM CEMHHape C
MEXIyHapOIHbIM yuyacTueM «bokoBoii amuoTpoduueckuit ckiepos. [Ipodbrmembr u
IyTH UX pemeHus» B pamkax VI MexayHaponHo HaydHO-TIPAKTHYECKOU
koHpepeHn «Bpaun mupa — nanumentam» (Cankr-Ilerepoypr, 2017 r), XV
MesxnyHapoHOM KOHI'pecce HepBHO-MBIIICUHBIX Oosne3Heit (Bena, ABctpus, 2018 1),
Bcepoccuiickoii  Hay4yHO-TIpAaKTUYECKOM  KoH(pepeHuuu  «JlereHepaTUBHbIE U
cocynuctbie 3aboneBanus HepBHOW cucteMbl» (Cankr-IlerepOypr, 2018 1), X
Mexnynapogaom yueorom kypcee «lllkona muonorum» (Cankr-IletepOypr, 2019 1), V
ExeronHoil koHpepeHIIMN ¢ MEXAYHAPOAHBIM ydacTHeM «Pa3BuUTHE NayUTMaTUBHOMN

MOMOIIM B3pocibIM U AeTsim» (Mocksa, 2019 r).
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JIn4HBIN BKJIAJ aBTOPA B UCCIIECIOBAHUE

ABTOpOM CchHOpPMYJIMPOBaHBI IS M 3a7a4d HUCCIICIOBAHMS, MPOBEICH 0030p
COBPEMEHHOM OTEUECTBEHHOW M 3apyO0e)KHOH JIUTEepaTyphl IO HM3ydyaeMou mpobiieme,
pa3paboTaH Ir3aitH UccieI0BaHus. ABTOPOM JIMYHO MPOBEACHO KOMIUIEKCHOE KIMHU-
KO-HeBpoJiornueckoe oocnenoBanue 162 nmamueHToB ¢ BAC, HabmoAeHNEe TAIIUEHTOB
Ha BCeX dTamax 0oJie3HU. ABTOpPOM Obllla OpraHM30BaHa CUCTEMa MYJIbTHUIUCIUILIHU-
HApHOW TIOMOINM TAaIMeHTaM C OOKOBBIM aMHOTPOGUYECKUM CKiepo3oM B CaHKT-
[TerepOypre B aMOyIaTOPHBIX yCJIOBHUSAX KaOWHETA MaJTMATUBHOM METUIIMHCKOH I10-
MOITU. ABTOPOM JIMYHO COCTaBJIEHA DJICKTPOHHAsI 0a3a JaHHBIX MMOJYUYEHHBIX PE3YIlb-
TaTOB, IIPOBEJICH MX CTATUCTHYECKUN aHAIU3 U 000011eHre, ChOPMYIUPOBAHBI BHIBO-

JIbI ¥ IPAKTUYECKUE PEKOMEH/IAINH, HAlTMCAaH TEKCT JUCCEepTalK U aBTopedepara.

Hayunble myOnukamum

[To maTtepuanam auccepranuud OmyOJIMKOBaHO 17 HaydHBIX palOT, BKJIOYas 6
cTaTeld B *KypHanax, pekomeHaoBaHHbIX [lepeunem BAK P®, u3 Hux 4 cratbu — B

KypHajax, UHIEKCUPYEMBIX B MEKIyHApOAHOU 0aze Scopus.

Buenpenne pe3yapTaToB UCCIEIOBAHUS B PAKTUKY

Pe3ynbrarel  guccepTallMOHHOW pPaOOTH, HMMEIIIME HAyYHO-TIPAKTHYECKOE
3HaYEHUE, MCTOJB3YIOTCS B JIeueOHOM Mpollecce HeBposoruueckoro oraeneHuss Nel
nedeObHo-peabumuTannoHHoro komiiekca DOI'BY  «HarmumonanpHBIN MeIUITMHCKUN
nccienoBarebckuii  1neHTp uMenu B.A.  AnmazoBay M3 P®, otrneneHwmit
peadbunuranuu CII6 I'BY3 «lopoackas OonbHuna Ne28 «MakcuMUIMaHOBCKAS,
BHEJPEHBI B y4eOHBIN mporiecc kadeapsl HeBposioruu u ncuxuarpun UMO OI'BY
«HaunoHanbHbIi MEAUIIMHCKUN MCCIENOBATENbCKUN LIEHTP uMeHu B.A. AnmMa3zoBa»

M3 PO.
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Crpyktypa u 00beM AuccepTaluu

Huccepramnus u3noxkeHa Ha 152 nucTax MANIMHOIMCHOTO TEKCTa M COCTOUT M3
BBeJICHUA, 0030pa JIUTEpaTyphl, ONMKUCAHUS MAaTEpUaiOB U METOJIOB MCCIIEIOBaHUS, 3
IJIaB ¢ pe3yJibTaTaMu COOCTBEHHBIX MCCIIEIOBAaHUM, 3aKIIIOUCHHUS, BHIBOJIOB U MPAKTHU-
YECKHUX PEKOMEHIAIMK, NPWIOKEHUN, CHUCKA JINTEPATypbl, BKIIOYaromero 155 wuc-
TOYHUKOB, U3 HUX 52 oTedyecTBeHHBIX U 103 3apyoOexHbiX. PaboTta comepxut 26 tad-

JIMI] ¥ WIDTIOCTpUpPOBaHa 14 pucyHKamu.
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I'JTABA 1. COCTOAHUE ITPOBJIEMBbI ITATOI'EHE3A, IUATHOCTUKHA
W JIEYEHU A BAC (OB30P JIMTEPATYPBI)

1.1. MonekynspHo-reHeTnueckue ucciuenoBanusd npu bAC. MHorocTtyneHyaras

MOZCJIb ITaTOICHC3d 1 MCXAHHU3MbI PA3BUTHUA BAC

BAC — rereporeHHoe mynbTH(]akTOpHOE 3a00J€BaHUE, XapaKTEepU3YIOILIeecs
MOpPa’KEHUEM MOTOHEHPOHOB KOPBI TOJIOBHOTO MO3Tra, KOPTUKOCTTMHAIBHBIX U KOPTHU-
KOHYKJICApHBIX MyTEW U MeprupepruuecKuX MOTOHEHPOHOB CTBOJIA U CIIMHHOT'O MO3Ta.

CornacHO cOBpeMEHHOMY IipencTaBieHHio o nartoreHese BAC, 3aboneBanue
pPa3BUBAETCS B PE3YyJIbTATE MOCIEA0BATENLHOTO 3aBEPIICHUS KaXKO0M U3 IIECTH CTyTIe-
Heit maronorudeckoro npoiecca (Al-Chalabi A. et al., 2014). B kadecTBe niepBoii cTy-
MIEHH PAacCMaTPUBAETCS T'E€HETUYECKask MPEapacloiOKEHHOCTh, a B KAYECTBE MOCIIE-
IyoUX — (hakTOpbl BHEIIHEW Cpebl. 3aBepIiaroiias CTyIeHb MOXKET CIIYKUTh TPUT-
repoM, 3alyCKalolMM KacKaJl MaTOJOTHYECKUX pPEaKIUi pa3BUTHSA 3a00JICBAHMS.
Cpeny mOTeHIMAIbHBIX BHEIIHUX BO3JCUCTBUM 00CYXKIAeTCs POJIb TKEIbIX METall-
JIOB, TIECTUIINIOB, TOKCUHOB, KYPEHHUsI, YEPEITHO-MO3TOBBIX TPABM, a TaK¥Ke TSHKEJIbIN
busnveckuil Tpya U SKCTpeManbHbIi aTiaetusm (Jong de S. W. et al., 2012; Vinceti M.
et al., 2012; Bandres-Ciga S. et al., 2019).

JlaHHasi MHOTOCTyTEHYaTass MOJEJIb HE MPOTHUBOPEYUT CYXKIEHUIO O TOM, YTO
BAC — »10 mportennonatusi. Arperaiusi O€JIKOBBIX JICTIO3UTOB CUUTACTCS KIHOYEBHIM
MEXaHU3MOM IMOBPEkKICHUS ABUTaTeNbHBIX HepoHoB pu BAC (Mmnapuomkun C.H.,
2015; JlutBunenko M.B. u ap.; 2017, Boponkos JI.H. u ap., 2018). Ha HavanbHBIX
JTanax NaToJOTMYECKOro MpoIlecca MPOUCXOAUT U30BITOYHOE HAKOIUIEHHE W arpera-
IIUs MyTaHTHBIX OCJIKOB, KOTOPBIE YTPAUYUBAIOT CBOIO HOPMAIBHYIO CTPYKTYpY, a Ja-
Jiee B TIpoliecc 00pa30BaHUs arperaTtoB BOBJICKAIOTCS HOPMAIbHBIC KIETOYHBIC OCIIKH.
B coctaBe neno3uToB oOHapy»KMBAalOT MyTaHTHbIC maTtojiorudyeckue Oenku TDP-43,
C9orf72, SOD1, FUS, ancun, cenarakcun u apyrue (Blokhuis A.M. et al., 2013; Mau-
rel C. et al., 2018).
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JlereHepanus JBUTATENbHBIX HEMPOHOB COIPOBOXKIAKOTCS IMPOLIECCOM HEUPO-
BOCHAJIeHUsI U HapymieHue mporeccoB ayrodparuu (Koueprun U.A. u ap., 2019). B
nepBoi (hasze mporiecca HeHpoBOCTAIeHUs 3a00IeBaHUs TIIHATbHBIE KIETKH, Makpoda-
" ¥ T-KJIETKH CTHMYJIMPYIOT peliapaTUBHBIC IPOIIECCHI M CIIOCOOCTBYIOT YTHIIA3AIHH
pa3pylIeHHBIX IBUTATEIHHBIX HEHPOHOB U MPOIYKTOB MX pacmana. A Bo BTOpoi dase
AKTUBUPYIOTCS TPOBOCIIAIUTEIIEHBIC ITUTOKUHBI (MHTEPJICHKUH 1, MHTEpIICHKHH O,
¢dakTop Hekpo3a omyxosu o), C3-KOMIOHEHT CUCTEMbl KOMIUIEMEHTa U HEMPOTOKCH-
YECKUE MOJICKYJBl (XEMOKHHBI, MOJICKYJIBl aJIM€3UH, MPOTEa3bl), 9YTO YCKOPSET Najlb-
HEHIIyIO Jierpajanuio ABurareiabHblx HeripoHoB (Hooten K.G. et al., 2015; Liu J. et
al., 2017).

B marorenese bAC Takke NPUHAMAIOT y4acTHE CIIOKHBIE MEXAHU3MBI B3aUMO-
JICHCTBUS OKCHUAATHBHOTO CTpecca, TiIyTaMaTHO# skcaiitokcuunoctu (Blasco H. et
al., 2014), mapymienus mnocTTpaHckpurimonHon moaudukanmu PHK (Zufiria M. et
al., 2016), akconampHOTO M 3K30cOoMajbHOrO TpaHcmopta (MBanosa M.B. u ap., 2019),
JeNpUBaIUUA HEUpoTporueckux (HakTOPOB U MHUTOXOHAPUATHHON nuchyHKIUHU (JIbI-
coropckas E.B. u ap., 2018).

[To mamabM nuTepaTypel cemeliHbli BAC coctaBnser 5-10% cmydaeB, B
OCTaJIbHBIX CiTydasx 3abojieBaHMe HOCHT cropaauyeckuii xapakrep (Chia R. et al.,
2018). I'eneTnueckue WCCICIOBAHHUS B HACTOSIICE BPEMS TO3BOJISIFOT BBISBUTH MY-
TaHTHBIE TeHbI B 68% cemelinbix u 11% cnopagnueckux ciydaeB BAC. Haubomnee ya-
CTO BBIABIIAIOTCS MyTaluu B renax C9orf72, SOD1, FUS u TDP-43 (Renton A. et al.,
2014; Maurel C. et al., 2018). Myranus B rere cynepokcuaucmytasbl 1 (SOD1) Bbi-
apisgercs B 20% ciyuyaeB cemeiinon u 2% cnopaaudeckoit popmel BAC. B eBporeii-
ckoi momymsiuuu okoyio 40% cemeitHbix u 7% cnopaandeckux ciaydaeB BAC o0y-
CIIOBJICHO 3KcmaHcuer rekcanykineoTuaabix GGGGCC-nosropoB B rene C9orf72
(uucno xoruii moBropoB 6osiee 30) (Liu Y. et al., 2014). OxHako 1o JaHHBIM POCCHIA-
CKOTO MCCIICJIOBAHUS, 9Ta MYTallds BCTPEUACTCS 3HAYUTEIIBHO peke — B 3% cliydaeB

(Pemorosa E.1O. u ap., 2016).


https://www.ncbi.nlm.nih.gov/pubmed/?term=Chia%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29154141
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Jlokazano, uto konmuecTtBo moBTOpoB CAG-HYKII€OTHI0B OT 26 10 33 B reHe
ATXN2 yBennuuBaet puck pasputus bAC (Lee T. et al., 2011; Sproviero W. et al.,
2017). Hekorophle HCCICIOBaHUS TOKAa3aJIHM CBS3b JIAHHOTO THIIA MYTAaIlUH CO CITH-
HaJbHBIM Je0I0TOM 3a00JIeBaHMS M MEHbIel BekHBaeMocThio (Chio A. et al., 2015;
Borghero G., et al., 2015). [1o gaHHBIM OAHOIO POCCHICKOTO HUCCICAOBAHMS IIPEIIKC-
naHcusa B reHe ATXN2 y GonbHbIX crniopaandeckuM BAC BbIgBIsIach Aaxe yaule,
yem rene C90rf72 (B 5% u 1,8% ciyuaeB cooTBeTcTBeHHO) (AOpambruea H.1O. u np.,
2016).

B Hacrosiee Bpemst IpOBOASTCS KIMHHUSCKHAE HCCIICTOBAHMUS, HAIIPABIICHHBIC
Ha nonaBnieHue cuHaTe3a PHK 1 GenKkoBBIX IPOAYKTOB MYTaHTHBIX T€HOB, aCCOIUHPO-
BaHHbIX ¢ BAC (Mathis S. et al., 2018; Ly C.V. et al., 2018). Takum oGpa3om, uccie-
JIOBaHWE HAa HOCHUTEILCTBO JIAHHBIX MYTAIlMid, BEPOSITHO, OYJET UMETh MPAKTHUECKOEC

SHAYCHUC U UCIIOJIb30BATHCA MJISA OIIPCACICHUA TAKTUKH TCPAIINH BAC.

1.2. Knuanueckuit nomumopdusm u auarnoctuka bAC

B nocnegnue necatuiieTsi NpoaoJKaeTCsl MHTCHCUBHBIA MOUCK JAUArHOCTUYE-
ckux MapkepoB BAC. O6cyxaaeTcs poiib HOBBIX reHeTHueckux myTaruii (CKBOpIioBa
B.W. u ap., 2005; Chia R. et al., 2018), nanubix MPT ronoHoro mo3ra (CtydeBckast
T.P. u ap., 2016; bakynuu W.C. u np., 2017), TpaHCKpaHHATbHONW MarHUTHOW CTHMY-
msiiun (Bakyiua W.C. u ap. 2018), MOBBIIIEHUST CONEPKAHKS TSHKEIBIX IETel Helpo-
¢dunameHToB B ukBope U KpoBHu (BopooObeBa A.A., 2014; Poesen K. et al., 2018). Ho
710 HacTosmero BpemeHu quarioctuka BAC ocrtaeTcst cepbe3Hoii mpoOieMoM, Tak Kak
JTaHHbBIE JTOTIOJIHUTENIbHBIX HccienoBannii He uMeroT 100% cnenuduunocts. CoriiacHo
MmexaynaponnbiM kputepusm El Escorial, quarno3 BAC ocHoBBIBaeTcst mpexe BCETo
Ha KJIMHUYECKHMX JaHHBIX TPU NPOTPecCHUpyIolieM TedeHuu 3aboseBanus (Brooks
B.R. et al., 2000). JlormoJHUTEIBHBIC METOBI UCCIICIOBAHKUS HEOOXOAMMO HCIOJIB30-

BaTh I MCKIIOYCHUS IPYTHX MPHUYUH MOpakKeHUsT MOTOHeHpoHoB (3axapoBa M.H. u


https://www.ncbi.nlm.nih.gov/pubmed/?term=Chia%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29154141
https://www.ncbi.nlm.nih.gov/pubmed/?term=Poesen%20K%5BAuthor%5D&cauthor=true&cauthor_uid=30713520
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np., 2016). Jns noarBepkacHus mopakenus [IMH BBIMOTHSIOT 35eKTpoMuOTpaduio
(Koakep N.A., 2012).

Jlist BAC xapakTepeH noauMop@u3M KIMHUYECKUX MPOSBICHUNA U T€TEPOTeH-
HOCTh KJIMHHYECKOTO TeueHus 3aboseBanus (Kopaxknna E.A. u np., 2017). B Haga-
e 3a00J1eBaHUs, KaK MPAaBUIIO, YPOBEHb MOPAKEHHSI aHATOMUYECKU JOKanu3oBaH. Ha
sToM ocHoBaHa kiaccupukanus Gopm BAC (Xonnkapuan O.A. u np., 1978). Omnuca-
Hbl 3aKOHOMEPHOCTH JNAJIBHEHIIETO PaCIpOCTPAHEHUSI IMATOJIOTHYECKOTO IIpolecca
npu paznmuusbix popmax BAC (3aBamummn W.A., 2009; Jlesunxkwuit I'.H., 2010). Oto
MMEET 3HAUYCHUE B MPOTHO3MPOBAHUN T€UEHUS 3a00JIEBaHUS U TUIAHUPOBAHUS IIOMOIIH
narrentam (JKusoaymor C. A. u ap., 2011; Balendra R. et al., 2013).

Kimaccuuecknit BAC xapakrepusyercss codeTraHHblM BoBieueHueM [[MH u
[IMH. Peaxue ¢dopmbl B/IH, Takme kak mporpeccupyroiias MbIeuHas aTpodus
(ITMA) u nepBuunblii 60koBo# ckiiepo3 (IIBC), ornmuuatores ot kinaccuueckoro bAC
crenenpto nopaxkenuss [IMII u I1IMH, denotunuyeckumu ocobennoctsimu. [IMA u
[NIBC xapakTtepusytorcs Oosiee OJaronpusiTHBIM TEYCHHEM 3a00JIeBaHUS MO CpaBHe-
Huto ¢ knaccuyeckuM BAC (Jlesuukuii I'.H., 2010). [Ipu I1bC npusnaku nopaxeHus
IIMH ocrarorcst nzonupoBaHHbIMU AnuTenbHOE Bpems. [IMA xapaktepusyercs mnpe-
MMYILIECTBEHHBIM BoBiieueHMeM [IMH u niposiBisiercst mporpeccupyromei MbIleYHON
c1a00CThI0, ATPOPUAMH, HU3KUMU CyXOXWIbHbIMU pediiekcamu. [IIMA paccmaTpuBa-
€TCsl KaK CaMOCTOATENbHAs HO30JI0Tn4ecKas (popma 00JIe3HH IBUTaTeILHOTO HEHPOHA.
Bapuant [IMA He umeer mosiHOrO aHajora B kinaccudukanuu O.A. XoHjakapuaHa,
ucnoJib3yronieics B Poccun. B pekomeHganusax K ClIeAyroueMy NepecMoTpy KpUTe-
pue El Escorial ormeuaercs, uro quarHo3 BAC MoxeT ObITh TaK)Ke YCTaHOBJICH MPH
n3oaupoBaHHoM nopaxkenn [IMH u nporpeccupoBanum 3a00eBaHusl ¢ BOBJICYEHU-
€M HOBBIX YPOBHEH 1epeOpPOCTMHAILHON OCH B MAaTOJIOTHYECKUH MTPOIIECC B JUHAMUKE
(Ludolph A. et al., 2015).

JIJist oueHKH TeMIia mporpeccupoBanus 3a0o0seBaHus Oblia pa3padoTaHa IIKaia
I OlleHKH (YHKIMOHaIbHOTO coctostHus ans OonbHbIx BAC (ALS FRS) (Cedar-
baum J.M., et al. 1997). Illkana ALS FRS mnpenacrasnsiia coboii onpocHuk u3 10
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MyHKTOB, W BKJIIOYAJIa OLIEHKY OyIhOapHOH, AbIXaTeIbHOU (PYHKIIUH, CIIOCOOHOCTH K
camooOciyxuBanuto. [lo3nHee nanHas mkana Obuia mepecmorpeHa (ALS FRS-R) ¢
n00aBJICHUEM JBYX ITyHKTOB, KacalOUIUXCs MPOTPECCHPOBAHUS JIBIXATCIIBHONW HEIO-
CTATOYHOCTH M HMCIOJB30BaHHUS BCIIOMOTareabHOM BeHTwsaiuu jerkux (Cedarbaum
J.M. et al., 1999). B Hacrosiiiee BpeMs IKajia COACPKHUT 12 MyHKTOB, KaXKIAbI U3 KO-
TOphIX onleHuBaetcs ot 0 70 4 0anIoB, a MaKCUMAJIbHOE KOJMYECTBO O0ayuioB (48) oT-
paxaeT (pyHKIMOHAIBHOE COCTOSIHME 30pOBOro yeioBeka. [lo maHHBIM HcclienoBa-
HUM, orteHka 1o mkajge ALS FRS-R koppenupyeT ¢ mporpeccupoBanrem 3a001eBaHU
(Gordon P.H., et al. 2004; Miano B., et al. 2004) u BeixuBaemocthio (Kimura F. et al.
2006).

[Tockonbky umenHo JIH nHauboree 4acTo MPUBOJUT K CMEPTEIBHOMY HCXOIY
npu BAC, olieHka bIxatenbHON (PYHKIIUU SIBISETCS OJHOM U3 HauOoJiee Ba)KHBIX Xa-
PaKTEpUCTUK MpOTrpeccupoBaHus 3a0osieBaHus. JlprxarenbHas qucyHKIMS, TJIaBHBIM
o0pa3oM CBs3aHa ¢ MBIIIEYHOU CTA00CTHIO U UMEET PECTPUKTUBHBINA XapakTep, s e¢
OILICHKU PYTUHHO UCIIONB3YETCs CIUPOMETpHUA. JJaHHBIN TECT UMEET OrpaHUYCHUS TPU
BBEIPOKCHHOM BOBJICUCHUU OYIHOAPHBIX MBIIII, TPH KOTOPOM IAIMEHT HE CITOCOOCH
IUTIOTHO 00XBaTUThL rydamu TyOyc crimpomerpa (Hardiman O., 2011).

B 2012 r. rpynmoit uccnenopateneit Koponesckoro Komnemka B JIongone Oblia
npeioxeHa cucreMa oreHku craauu BAC (Roche J.C., et al. 2012). Pa3zpaboTka naH-
HOM cHuCTeMbl Oblla OCHOBaHa Ha KOJIMYECTBE YpOBHEW (OynbOapHBIA, MIEHHO-
IPYJHOM, MOSICHUYHO-KPECTIIOBBIN), BOBJICYEHHBIX B MATOJOTMYECKU# mpoiecc. Bo-
BJICUCHHUE YPOBHS OMPEACISCTCS HATMYUEM KIMHUYECKHX MPU3HAKOB W/UIU CUMIITO-
moB nopaxkenusi [IMH u TIMH. [lpu nepBbix cumnrTomax 3a0oJieBaHUsI TOBOPST O 1
CTaJINM C TTIOPAKCHUEM Ha OJTHOM YPOBHE IiepeOpocnuHaibHOM ocu. Crucrema orpese-
JISIET CICAYIONINN Tl KaK CTaIuI0, KOT/1a HanboJiee 9acTo BepuUImpyeTcs: Juaraos
BAC — 2A cranus. 2B cTagusi COOTBETCTBYET BOBIECUCHUIO BTOPOTO YPOBHS 1IepeOpo-
CuHAIBHOU och. OHAKO JTUArHO3 MOXKET OBITh TTOCTABJICH B JIFOOOW MOMEHT TCUCHUS
3a0o0seBaHus, K TOMY ke ctaanu 2A u 2B MOryT mpoTeKaTh OJTHOBPEMEHHO. 3 CTaaus

COOTBETCTBYET BOBJICUCHHUIO TPETHETO YPOBHS liepeOpocnuHaIbHON ocHu. 4A craaus
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XapakTepu3yeTcsl HATMYMEM MOKa3aHUM K racTpocToMuu, a 4B cTaaus — Haluyue mno-
Ka3HHH K MPOBCACHUI0O HEMHBA3UBHOM MCKYCCTBEHHOU BeHTHsAnuu jerkux (HHBJI).
OnnoBpeMeHHOe Hanuuue npusHakoB nopaxenus [IMH u IIMH B nanHoii cucrteme
He TpeOyeTcs, Takxke Bo3MoxkeT mponyck ctaauu bAC. Jlannas cuctema oOierdaer
OLICHKY TSPKECTU COCTOSIHUS, TNIAHUPOBAHUE HEOOXOJUMBIX PECYPCOB U TepareBTHYE-
CKHX IMOJIXOJIOB.

['eTeporeHHOCTh KIMHUYECKUX MPOSIBICHUI 00Jie3HH, BapuaOEIbHOCTh BhIpa-
»keHHoctu nopakenus [IMH u [IMH oOycnaBiauBaer Ci0XHOCTh MPOTHO3UPOBAHUS
TeueHus 3aboJieBaHusl. MeanaHa BRDKMBAEMOCTH OT Hayaja nepBbix cuMntoMoB BAC
coctarisiet 29,8 mecsien (Traxinger K. et al., 2013), a B TeueHue nepBbIX 3 JIET YMH-
parot okoJji0 70% GomsHBIX BAC (Rooney J. et al., 2013).

OnHo W3 WCClenoBaHUM IMOKa3zalo, 4YTo BbbKHBaeMocTh npu BAC cocraBuna
67% uepe3 ron u 46% yepes 2 roga ot Havana 3aboseBaHus. [Ipu 3TOM BBIKHBac-
MOCTb JOCTOBEPHO HE OTIMYaNach MPHU IMOSCHUYHO-KPECTLHOBOM M MIEHHO-TPYAHON
dbopmax u cocraBuna 70% uepes 2 roja 00ie3HU, TOra Kak npu Oyias0apHoi Gopme
BBDKMBAEMOCTh OblJIa 3HAYUTEIBHO MEHbBIIE M cocTaBuia 56% 3a TOT K€ MepUoj
(Caller T.A. et al., 2015). IIpeapiaymiue uccie0BaHUS COOOMIANIH O JYYIIIEM TPOTHO-
3¢ Ipu MosICHUYHO-KpecTioBoit popme (Turner M.R. et al., 2010; Fujimura-Kiyono C.
et al., 2011) u MUHUMAaNBHOW BBDKMBAaEMOCTH Tpu OyibpOapHoit dopme (Fujimura-
Kiyono C. et al., 2011; Traxinger K. et al., 2013).

CyliecTByIOT MPOTUBOPEUYUBBIC JaHHBIE MO MOBOJY BJIMSHUS BO3pacTa Haydaja
3a0oneBaHusi Ha BbDKMBaeMOCTh Mpu BAC. Psa uccienoBanuii mokasain MeIJIEHHOE
nporpeccupoBanue (Bacumber A.B., 2008) u 60mbl1yi0 BEIKHBAEMOCTh MPH Havaje
3abosieBanus B MosiofoM Bo3pacte (Georgoulopoulou E. et al., 2013; Knibb J.A. et al.,
2016). bruta noka3aHa JUHEHAs CBA3b YMEHbBIICHUS BbKUBAEMOCTH C YBEJTUUECHHUEM
Bo3pacrta (Caller T.A. et al., 2015). Coo0r1ianochk, 4T0 PUCK CMEPTH CPEIH MAIlMEHTOB
B Bo3pacTe ctapiie 75 yiet Obu1 B 12 pa3 BhIlIe, 4YeM y MAIMEHTOB B BO3pACTe MJIAJIIIE

50 net. B TO ke BpeMs OoJiee HU3Kash BBDKMBAEMOCTh HE HAOJI0/1a]ach B BO3PACTHOU
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rpymre 51-75 ner mo cpaBHeHHUIO ¢ Bo3pacTHOU rpynmoi MmeHee 50 ner (Moura M.C.
etal., 2015).

Camwxenne UMT, kak npaBuiio, siisiercst XxapaktepHbiM Juist BAC. Bo MHOrnx
HCCIIEIOBAaHUSIX M3ydanach CBsI3b MEXKIy MHIAekcoM Macchl Tena (MMT) u BebkHBae-
MocThI0 Tipu BAC. MHorue u3 HUX yKas3blBaloT Ha TO, 4T0 HU3KUil UMT nipu auarso-
CTHKE WJIM B TEUYECHHE Pa3BUTHUA 3a00JIEBaHUS MOXET OBITh CBsI3aH C OBICTPBIM MPO-
rpecCUpoBaHUEM U yMeHbIeHHeM BebkuBaemoctd (Marin B. et al., 2011; Roubeau V.
etal., 2015; Moglia C. et al., 2019).

He yTouHeHbI maTO(PU3MOIOTHYECKUE MPOLIECCHI, TOCPENCTBOM KOTOphIX UMT
MOXET BJIMATH Ha pa3BUTHE M BbDKMBaeMOcTb npu BAC. Cpeny NpudvH CHUKECHHMS
UMT npu BAC BbiAenstoT rumnepMeradosiv3M, aucharuio, pa3BUTHE MBIIIEYHBIX
arpo(uii, HATMYKUS Tape30B B pyKax M yMeHbIIeHue pusndeckoi aktuBHoctu (Ahmed
R.M. et al., 2016; Timmins H.C. et al., 2017). UMT Ttaxxxe paccMaTpuBaeTcsi Kak
BHEIIHUH (akTop, cBs3anHbIH ¢ pruckoM passutus BAC (Chio A. et al., 2017; Ingre C.
etal., 2015).

B Benennn 60apHBIX BAC cyliecTByeT MHOKECTBO ATHYECKUX MPOOJIEM, Hauu-
Has OT COOOILIEHUs JUarHo3a U 3aKaH4YuBas HaOMIOJEHUEM HAa TEPMHHAIBHOW CTaJUH
3aboneBanus (Seitzer F. et al., 2015). CymiecTByeT MHEHHE, YTO HE BCET/a SBISACTCS
Jy4llle cTpaTerueil — Jo0OUThCS MaKCUMaIbHOUM MPOIOIKUTEILHOCTH KU3HU, TaK KaK
MOCJIEIHUE MECALIbI ¥ TO/BI KU3Hb MOXKET OBITh TAKOI'O HU3KOTO KAa4e€CTBA, YTO MOXKET
CTaTh HEXKEJIAHHOM IS [TallUEHTA.

ITo Mepe mporpeccupoBanus 3a00€BaHUsI MAIMEHTAM MPUXOIUTCA MPUHUMATh
peleHus, Kacaromuecs o0beMa MEAMIIMHCKUX BMEIIATENbCTB I YIIPaBICHUS CUMII-
TOMaMH 3a00JI€BaHUSA, YTO MOXET CYIIECTBEHHO MOBJIMATh HA KAUYECTBO JKU3HU U €€
IPOJOJKUTEIBHOCTb.

Pemenns 60J5HOTO MOTYT BKJIFOUATh BBIOOP MEXIy MeTonamu koppekmmu JIH
(MenMKaMEHTO3Has WM UCKYCCTBEHHAs BEHTHJIALIMS JIETKHX ), TUIAHOBBIM HAJIOKEHH-
€M TacTPOCTOMBI MJIM HKCTPEHHOI MOCTaHOBKOM HA30TracTpajibHOTO 30HAa I olec-

NCUCHUA aACKBATHOI'O IMMHUTAHWA U THJApaTallvi IIPU ,Z[I/IC(l)aFI/II/I, HCIIOJIB30BaHUEM CIIC-


https://www.ncbi.nlm.nih.gov/pubmed/?term=Moura%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=26517122
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UAIU3UPOBAHHOTO 000PYAOBAaHUA I MO3UIIMOHUPOBAHUS W YBEITUYCHHUS] MOOWIIb-
HOCTHU ((hyHKLIMOHAJIbHBIE KPOBATH, KpeCaa-KOJSCKU, TOJbEMHUKH) IIPU PA3BUTUH Ta-
PE30B M CHUKEHHSI CaMOOOCITY>KMBAaHHsSI, CPEJICTB aJIbTEPHATUBHOW KOMMYHUKAIIUU
IpU HAPYIICHUH Peyd (KOMITBIOTEPHBIE IPOrpaMMBbI, TaOIUIIBI AJisi OOIICHHUS), BEIOOP
MeCTa yX0/la B KOHIIE KU3HHM (JloMa WIX B NAJJIMATUBHOM oTAeneHun). C npyroi cro-
POHBI, AIMEHTHI TAK)KE MOTYT BBHIOpaTh €CTECTBEHHOE T€UCHHE 3a00JieBaHus O€3 J0-
HOJIHUTEJIbHBIX BMEMATEIbCTB. CIOCOOHOCTh MAlMEHTOB CBOEBPEMEHHO NMPUHUMATH
pEILICHUs SABISETCS YpPE3BbIUAiHO CIOKHOW 3aJauyeld, Ha KOTOPYIO BIUAET psit (akTo-
poB. CpenoBbiMU (haKTOpaMu, TJIABHBIM 00pa3oM, SIBJISIFOTCSI OTHOIIEHUS] M CTEIECHb
JOBEpUsl MEXJy OOJBHBIM U €r0 POJICTBEHHUKAMHU, YXa)KMBAIOIIMMHU, Ha KOTOPBIX
BO3JIaraeTcsi 00s13aHHOCTB 10 obecneueHno yxoaa. K cienyromemy (haktopy OTHOCAT
HQJIMYUE WM OTCYTCTBHE JOJDKHOIO JMHAMUYECKOTO HAOIOJEHUS MEIULMHCKUMU
pabOTHUKaMU M JJOBEpUEM MallMeHTa K crnennanuctaMm. MaauBuayaibHbIMU (pakTopa-
MU SIBJISIFOTCSI OTHOIICHHE MallMEHTa K CBOEMY JIMAarHo3y (IIPUHATHUE WM HETPUHATHE
JIMarHo3a), CKOpocTh nporpeccupoBanus 3adoneBanus (onbIT xku3Hu ¢ BAC), nuunas
dbunocodus, B3I HA )KU3Hb U TJIAHUPOBAHUE Oy TYIIETO.

JlocTynmHOCTh ¥ popMa mojilaun HH(POpMALMK O TTOKa3aHUSIX TOW WM MHOW Ma-
HUMYJISIUU UTPAeT BaXXHYIO poJib B Mpoliecce NPUHATHS pemieHui. JlanHble 3apy0ex-
HBIX UCCIIEA0OBaHMUI MOKA3bIBAIOT O YACTOM HECOOTBETCTBUM MEX/Yy BEIOOPOM MallMeH-
Ta 1 MHEHHEM Bpaydeil, OCHOBAHHBIX HA JINYHOM OIIbITE U KIIMHUYECKUX PEKOMEHAIH-
sx. BpiOOp manyeHTa OCHOBBIBAETCS Ha OajlaHCe MEXJIYy CPOKaMH IMPEeAOCTaBICHUS

WH(OpMAIIUK ¥ TOTOBHOCTHIO MAIMEHTOB K ee monyueHuro (Hogden A. et al., 2012).
1.3. Metoasl nedenus, yayumiaromue nporao3 npu bAC
B nacrosiee Bpems He pazpadboTano 3G GEeKTHBHOM MaTOreHETHYECKOM Tepanuu

BAC. Tonbko 2 npenapara nokazaiu 3p(HEeKTUBHOCTh B KIMHUYECKUX UCIBITAaHUSX U

Ob1TH 0100pens! Jytst tedueHuss bBAC YnpaBieHueM 1Mo KOHTPOJIIIO 32 KAYECTBOM TTHIIIe-
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BBIX  MNPOAYKTOB W  JekapcTBeHHbIXx — mpemaparoB  (Food and  Drug
Administration, FDA).

[Tpuem puny3ona (MHruOUTOpa OOpaTHOrO 3axBara TilyTamara) B TeueHue 18
MECSIIEB CTIOCOOCTBOBANI YBEIMYCHHUIO BEDKMBAEMOCTH MMAIIMEHTOB ¢ OYIhL0apHBIM Je-
ototom BAC B cpeanem Ha 3 Mmecsna (kiacc gokazareiabHoctu ), Ha 6 MecsieB (kiacc
nokazarenpHoctd 1), Ha 12, 14 u 21 wmecsua (kmacc npokazarenbHocTH [V)
(Lacomblez L. et al., 1996; Riviere M. et al., 1998; Brooks B.R. et al., 2001; Turner
M.R. et al., 2002). ITo maHHBIM PETPOCIEKTHUBHOIO HCCICAOBAHHUS, OIyOIMKOBAHHOTO
B 2018 r., yBeIMueHNE BBDKMBAEMOCTH TMAIIMEHTOB B 3TUX MCCIICIOBAHUSIX, TJIABHBIM
o0pa3oM, MPUIILIOCH Ha MO3JHUE CTAauu 3a00J€BaHUs, Ha KOTOPBIX MAlMEHTHI HYX-
JAJIACh B TACTPOCTOMHH M JIOTIOJHUTEIILHOW BEHTHIIAIIMOHHON moiepkke (Fang T. et
al., 2018).

B rpymie nanueHToB ¢ JUIMTENIBHOCTHIO 3a00J1eBaHus He Oosiee IBYX JIET U UC-
XOJTHO MEJJICHHBIM TEMITOM MTPOTPECCUPOBaHUS 00I€3HN aHTHOKCHUIAHT dAapaBOH MPU
BHYTPUBEHHOM KaleJIbHOM BBEACHUH 3aMeJJIsUT MIPOTrPecCUpOBaHme (PYHKIIMOHAIBHO-
ro nedunurta Ha 33%. VccnenoBanue mpoBOAWIOCH B TeUeHUE 24 He/lellb B COUETaHUU
¢ nmpuemom prry3ona (Abe K. et al., 2017). O0a nmpemapaTa B HacTosIIee BpeMs HE 3a-
peructpupoBanbl B PD, uTo nenaeT ux TpyaHOAOCTYITHBIMU ISl HAIIUX TAIMEHTOB.

Jlpyrue MeTompl, BIUSIONINE HA MPOTHO3, TJIABHBIM 00pa30M, CBS3aHBI C YIIPaB-
JICHUEM CUMIITOMaMH, KOTOPbIE MPUBOJAT K (PaTaibHOMY HCXOY.

Hucdarus — oquH U3 cambIX TspKenbix cuMntoMoB BAC, napymatomux 6e3-
OIMACHOE TOCTYIUICHWE MHUTATEIbHBIX BEIIECTB M KUAKOCTH B opraHusM. Jlucharus
BcTpevaercs y narreHToB 60 - 86% ¢ BAC (Ruoppolo G. et al., 2013; Kuhnlein P. et
al., 2008). Kak mpaBuiio, npu 0ya0apHO# opMe 3TO paHHUI CUMITOM 3a00JIeBaHMUS,
a npu apyrux ¢popmax BAC nucharus MoKeT MOSBUTHCS CITYCTS TOABI TIOCTIE Hadasa
3a0oneBanusi. HekoTopsie aBTOphI OTMEUAIOT, 4TO MOYTH y BceX narueHToB ¢ bBAC co
BpeMeHeM pasBuBaercs aucharus B paznuuHou crernenu (Briani C. et al., 1998). Ilo
JTAHHBIM HUCCJIEIOBAHMM, TIPOTPECCUPYIONIEE CHIKEHHWE MAcChl Tella KOPPEIHpPYET C

HU3KOU BBDKHMBA€MOCTBIO, COXPAHCHHUC MACChbl TCJIa B TCUCHHC 3a00JIEBAHUST MOYKET


https://clinicaltrials.gov/ct2/bye/rQoPWwoRrXS9-i-wudNgpQDxudhWudNzlXNiZip9Ei7ym67VZR0JLR0naK4jA6h9Ei4L3BUgWwNG0it.
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CIIOCOOCTBOBATh YBEIMYCHHIO IMPOJIOJDKUTENbHOCTH u3Hu (Marin B. et al., 2011;
Shimizu T. et al., 2019).

CoryacHO KJIMHUYECKUM PEKOMEHJIAIUSAM 10 HYTPUTHBHOW MOJACPKKE U pe-
TUAPATAMOHHOW TEpanuy y B3POCIBIX MAIlUEHTOB, HYXKIAIOIMUXCSA B MATTHATUBHOMN
meaunuackoin momoriu (Lllecromanos A.E. u np., 2017), npu aucdaruu peKOMEHIYIOT
MPUMEHSTH aJTbTEPHATHBHBIE CIIOCOOBI SHTEPAIBHOTO MUTAHUS C YYETOM OKUIAEMOI
IPOJODKUTEIFHOCTH JKM3HU M OXKHJAAEMOTO M3MEHEHHWs KadecTBa Xu3HU. lluTanue
yepe3 Ha309HTEPATbHBIA 30HJ] PEKOMEHIYIOT HCIIOIb30BaTh NPU MPOTHOZUPYEMOU
MIPOIOJDKATEILHOCTH JKU3HU MEHee 4 Helenb. Eciy manueHT HyxaaeTcs B Ooyee -
TEJILHOM TPOBEJICHUU YHTEPATHHOTO MUTAHUS, MPEANOUYTUTEIbHEN UCIOJIb30BaTh Ta-
CTPOCTOMY.

st 6onpHbIX BAC mipeAnoyTuTeIbHAa MOCTAHOBKA TaCTPOCTOMBI IHAOCKOIHUYE-
CKHUM JIOCTYIIOM — YpPECKOXKHas dHAocKonuueckas ractpoctomus (U3I'), kak Haubosee
Oe3ormacHas u goctynHas Manumyssnus (3axaposa M. H. u ap., 2018). Jlanusiii 10-
CTYIl XapaKTepHU3yeTcsi HU3KOH TPaBMAaTUIHOCTHIO, MUHUMAIILHBIME OTICPaIliOHHBIMU
OCIIO)KHCHHSIMH M CMEPTHOCTHIO, OTHOCHTEIIBHOW TPOCTOTONW HMCIOJHEHUS U PEIKO
tpeOyer obmei anecresnn (Ky3smun-Kpyrenxuit M.U., 2014; benesnu B.JI., 2014)
[TokazaHusIMU K MHUTAHUIO Y€pPE3 TaCTPOCTOMY SIBISIOTCS: MPOTPECCUPYIOINIEEe CHUXKE-
Hue Macchl Tena Ha 10% oT ucxoaHoil B TeueHue 6 MecdleB, NpU3HaKu aucharuu B
BUJIC HEBO3MOXKHOCTH IOJHOLIEHHOTo nuTanus depe3 pot (ESPEN, 2018; Illecroma-
noB A.E. u np., 2017).

DHTepalbHOE MUTAHHWE Yepe3 TacTPOCTOMY IMOKA3ajo MOJACpKaHue HYTPUTHB-
HOTO cTaryca, yBeaudenue maccel Tena (Dorst J. et al., 2015; ProGas Study G, 2015) u
yBelnnueHue BebkuBaeMoctu (Spataro R. et al., 2011; Katzberg H.D. et al., 2011).

[Tpu3HakaMy, KOCBEHHO YKa3bIBAIOIIMMHU Ha HaJIW4YUe AUC(Aruu, SBISTFOTCS:
YIJIMHEHUE BPEMEHH Tparie3bl, yMEHBIIICHHE 00beMa MOTPEOIIeMOi THUIIH, TPOTrpec-
CUPYIOIIAs MOTEPS MACChl TeJIa B TCUEHNE HECKOJBKUX MECSIICB, Kallelb M H3MCHCHHE

rojioca Impu rjioTaHuu. Ocn0XHEHUSIMH I[I/IC(baFI/II/I MOTYT OBITH Acruaparanus, IIpo-
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TPECCHUPYIONIAs TOTEPS MACCHI TEJIA BIUIOTh 10 KAXEKCHUH, 3aII0Pbl 1 BTOPUYHAS ITHEB-
MOHUH B pE3YyJIbTATE aCIUPALIUH.

Hepenko 00nbHBIE CKPBIBAIOT MOSIBUBIIUECS TPYAHOCTH MPU TIIOTAHUU OT CBOUX
POACTBEHHHUKOB, CChUIASICh HA OTCYTCTBHUE aIMETUTA, MPEANOYUTAOT HE MPUHUMATH
MUILY B MPUCYTCTBUU APYTUX JIOAEH. DTO MOAYEPKUBAECT aKTyaJIbHOCTh JIUHAMUYE-
ckoro HabmoaeHus 60mpHBIX BAC, a Takke MpOBEACHHE IIKOJT JIJIS MAIIMEHTOB MX CE-
Mel JIJIi CBOEBPEMEHHOIO BBISBICHUS MPU3HAKOB JUC(HAruu U MOJYyYEHUS PEKOMEH-
JAlW MO MUTAHUIO.

B orcyrcTBUM BhIpaxkeHHOU nucdaruu npu nporuozupyeMom Hapactanuu JIH,
peKOMeHTyeTcsl 00CYK/I€HHE MOCTaHOBKHM TracTpocTtomud, npu ycioBuu JKEJI He Me-
Hee 50% (Benstead T. et al., 2016; Nunes G. et al., 2016).

JIH sBnsieTcs HEe TOJIBKO OCHOBHOW NMPUYMHON CMEPTHOCTH, HO U CYLIECTBEHHO
CHI)KACT KayeCTBO KU3HU OOJIbHBIX. CHUMIITOMBI TUIIOBEHTWISALIUU: JTUCITHOD (OJIbIIII-
Ka), YTPEHHUE TOJOBHBIE 0OOJIM, OUIYIICHUE Pa30UTOCTH U YTOMJISIEMOCTH MOCIIE CHA,
COHJIMBOCTH B JIHEBHOE BPEMsi, HOUHBIC MPOOYxaeHus U kommapsl (Jlesun S1.U. u np.,
2005; BacunneB A. B. u ap., 2018).

ITo nmannbiM uccnepoBanuii, HWUBJI ynyumaer kadectBo xu3Hu (JleBuUlKui
I''H. u ap., 2014) u BepKHUBaeMocTh y maiueHToB ¢ BAC (Bourke S.C. et al., 2006).
OCHOBHBIMH TTOKa3aHUSAMU K BCIIOMOTaTEJIbHON BEHTUJIALIMU JIETKUX SIBJISETCS CHUMKE-
Hue JKEJI nuxe 50 % wnm XKEJI auxe 80 % B coueTaHny ¢ CHMIOTOMaMU THIIOBEHTH-
asiqun (Nice Guideline, 2016).

CornacHo pexomeHaanusM EBpomneiickoii Gpemeparuun HeBposioros (Andersen P.
M., 2012) nauuentam ¢ OynpbOapHoit hopmoit BAC He pekoMeHIyeTcs MPOBEACHHE
HUBJI B cBsi3u ¢ orpandeHHON 3(P(HEKTUBHOCTHIO U TUIOXOW KOMILJIAEHTHOCTbIO, Ta-
KUM MalUEHTaM MTOKAa3aHO MTPOBEICHUE UHBA3UBHOW MCKYCCTBEHHOW BEHTHUJISLIVM JIET-
kux (MBJI). Ognako HemaBHee UCCIEA0BaHKHE MPOACMOHCTPUPOBANIO YIIyUIICHHE Ka-
YeCTBA HOYHOI'O CHA U YMEHBIICHUs KOJIMYECTBA CMepTENbHBIX ncxoqoB Ha HMBJI Bo
cHe 0e3 pa3Butus octpoii JIH, kak y manueHToB cO CIUHAIBHBIME (hOpMaMH, TaK U C

oynebapHoii (Boentert M. et al., 2015). HUBJI Take 3HaUYUTEIIBHO YBEIMUNBACT BbI-
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KMBAEMOCTh IMAIUEHTOB ¢ OynbOapHoil popmoit Ha 19 mecsmer (Berlowitz D.J. et
al., 2015; Sancho J. et al., 2018).

Hcnons3zoBanue MBJI yepe3 TpaxeoCTOMHUECKYIO TPYOKY, KaK MPABUIIO, MOKET
OPOJINTh KU3Hb O00NbHOTO. [lo MTaHHBIM HECKOJBKUX 3apyOeKHBIX HCCIIEOBAHUNA
BBDKMBAEMOCTh TOCJIE TPAXEOCTOMHUHU BAPBUPYET OT BOCBMHU MECSIEB JI0 IIECTU JIET
(Chio A.etal., 2010; Kimura F., 2016).

B eBporneinckux ctpaHax 3KCTpeHHbIM nepeBod Ha MBJI mo »KU3HEHHBIM IMMOKa-
3aHMsIM B cBsizu ¢ JIH 6e3 mpeaBapuTelbHOrO corjiacusi OOJbHOTO HE BBITIOJIHAIOT,
IUIAHUPOBAHKUE TMOMOIIM OCYIIECTBIISIETCS BPAUOM MYJIbTHAUCLUIUIMHAPHON OpUraabl
coBmectHO ¢ OonbHBEIM BAC 1 ero cembeii (Andersen P.M. et al., 2012). 3abaarospe-
MEHHO OOTrOBapMBAETCA TAaKTHUKa MOBEIEHUS POACTBEHHUKOB Ipu octpor JIH, oTka3
WIH COTJIacHe Ha CEep/ECUHO-JIETOUHYI0 peaHuMaluio u nepeson Ha MBJI odopmiisior-
Csl FOPUIMYECKU.

B Poccum Bepenune mamumeHtoB ¢ BAC  compsik€HO € COLMAIBHO-
HPKOHOMUYECKUMHU MpoOJieMaMu, B TOM YHCJIE C HPUOOPETEHHEM JOPOTrOCTOSILErO
000OpyAOBaHUs Jis1 BEHTUISIUMOHHOW MOAJIEPKKH, PACXOIHBIX MAaTepUajIoB, TUTHEHH-
YeCKHUX CPeNICTB, o0ecneueHus yxosa 3a 6oybHbIM (JIeBuukuii I.H. u ap., 2018). Xots
IIPOLIECC COBMECTHOI'O NIPUHATHS PELICHHUN SBIAETCS PEKOMEHIATEIbHBIM BO BCEM
MHpE, HETOCTATOYHO JAHHBIX O €r0 MPAKTUYECKOM MPUMEHEHWH B POCCUHCKOMN HEH-

CTBHUTCJIBHOCTH.

1.4. TlannmatuBHasg nomoiub npu BAC

Cornacno omnpeaenennto BO3, mannuatuBHas meaurmHckas nomouns (ITMIT)
3aKJII0YAETCSl B MOAXOJE, MO3BOJSIONIEM YIYUIIWTh PA3IUYHBIE ACHEKThl KayecTBa
KU3HH OOJBHBIX, @ TAKKE M MX CEMEH, KOTOPhIE CTAJIKHUBAIOTCS C OMPEISICHHBIMHU
npobsieMamMu, 00YCJIOBJICHHBIMU OTMACHBIMU ISl KU3HU 3a00JICBaHUSIMHU, MPEOTBpa-
IICHUEM U OO0JIeTYEHHWEM CTpajJaHuil OOJILHOTO, PaHHUM BBISBICHUEM, TIIATEIHHOU

OIICHKOW W JieueHHeM OOJIM U JIPYyrod COMYTCTBYIOIIEH CUMIITOMATUKH C OKa3aHUEM


https://www.ncbi.nlm.nih.gov/pubmed/?term=Chi%C3%B2%20A%5BAuthor%5D&cauthor=true&cauthor_uid=20660920
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kimura%20F%5BAuthor%5D&cauthor=true&cauthor_uid=27025993
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NOJICP)KKH B TICUXOCOIMAIBHOW W JyXOBHOU cdepax (cO. mokymentoB BO3 u
EAITIII., 2014).

Panee cymectBoBanmo yOekaeHue, 4TO MaUTHATUBHAS TOMOIIL HEOO0XOamMMa
TOJBKO OHKOJIOTHYECKUM OoibHBIM. [locnennee aecsTuneTue akTUBHO MPOBOAUINCH
HayuyHble paboThl mo aHanuzy coctostHus [IMII B Poccuu, HeoOXoIMMOCTH ee ONTH-
muzanuu (Komapos, FO. M., 2013; Kpom U. JI., 2015), a Takxke 1o pa3padboTke Mojie-
JIel TTIOMOIIHU JIJIs OHKOJIOTHYECKUX OOJIbHBIX Ha peruoHanbHbIX ypoBHsX (HoBukos I
A., 2004; Kampun, A. /1., 2016).

[IMII 6onbHbIM BAC nMeeT cBoM 0COOCHHOCTH M OTJIMUUSI OT IIOMOIIUA OHKOJIO-
ruueckuM OonbHbIM (HoBukos I'.A., 2013; 3axaposa M.H., 2014; Miller R.G. et al.,
2009; Soriani M.H., 2017). ITanmnmuatuBHas momonrs npu BAC BKIIOYaeT MIMPOKUN
CIIEKTP BO3JICUCTBUI, HAMIPABJICHHBIX HA KyIIMpOBaHUE 0O0JIEBOTO CHHIPOMA, CYIOpOT,
KpaMIld, SMOLUOHAIBHOM JTAOUILHOCTH, TPEBOTU U ACTPECCUU, HAPYIICHUM CHa, 3a-
MOPOB, KOPPEKIIUIO HEJOCTATOUHOCTU MUTAHUS U Jucharuu; KOPpeKIUO CUMITOMOB
TUMOBEHTWISIIINY;, TPOQUIAKTUKN TAJCHUM, MPOJICKHEH, KOHTPAKTYp; MPUBJICUCHUE
CPEACTB AJIbTEPHATUBHON KOMMYHUKAIIMU MPU HAPYIICHUSAX PEUH, a TAaK:KE MUCIOJIb30-
BaHME aJanTallMOHHOI0 000PY0BaHUSI TIPU PA3BUTHUH JBUTATEIBHBIX HAPYIICHUHN.

B mupe He cymiecTByeT eArMHOM MOJIeTH opranu3aiuu nomoiu 6oiasHbIM BAC.
Bo HekOTOpBIX cTpaHax MHUpA MAIMEHTHI MOJYYarOT OCHOBHYIO TTOMOIIL B aMOyJ1aTop-
HOM 3BEHE, a JJaJI€€ UX HAMPABJISIOT B PECIIUPATOPHBIE LEHTPHI, B IPYTHX CTpaHaX Ma-
IIMEHTHI HAOIIOAAIOTCS B CICIMATIU3UPOBAHHBIX MEIUIIMHCKUX TEHTPax s OOJBHBIX
BAC, oka3pIBalOINX B TOM YUCIIE U PECHUPATOPHYIO MOICPKKY.

CornacHo pexomeHpaamnusM EBpormeiickoil ¢eaepannn HEBPOJIOTOB, CUCTEMA
noAAepkku 1yisi narueHToB ¢ BAC goimkHa npeacTaBisiTb cOOOM MYJIbTHAUCITUTLIN-
HapHYI0 Opuramy, BKIIOYAIOMICH Pa3IMYHbIX MEIUIUMHCKUX CIICIHAINCTOB (HEBPOJIO-
ra, Bpadya MaJJIMATUBHON MOMOILM, HYTPHUIMOJIOTa, MYJIbMOHOJIOTa, 3ProTeparnenTa,
(dbu3nyecKoro TeparieBTa, JOTOIEa, MEIUIIMHCKUX CECTEp U APYTuX) padoTarouux
COBMECTHO C IICUXO0JIOTaMH U conanbHbiMu padotHukamu (Andersen P. M., 2012). B

OOJBIIMHCTBE Pa3BUTHIX CTPAH HEKOMMEPYECKUN CeKTOp (OJaroTBOpUTeNbHbIE (OH-
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JIbl, TIAIIMEHTCKUE W BOJIOHTEPCKUE OPTaHU3alMM), TAKXKE HUIPAIOT HEOThEMIIEMYIO
pOJIb B OKa3aHUU MOMOIIH MALUEHTAM U UX CEMBSIM. JTHU OPraHU3alUd KOOPIAUHUPY-
10T U JIOMOJHSIOT YXOJI, KOTOPBIN MAIIMEHTHI U UX CEMbBH MOIYYalOT OT FOCYAapCTBEH-
HBIX MEIMLIMHCKHUX yudpexaeHni. B Poccum mynpTuanciuniaHapHbI MMOAXO BEJE-
Hus 601pHBIX BAC OBl BIiepBble OpraHu3oBaH B MOCKBE ¢ y4acTHEM OJaroTBOpH-
tenbHOTO (hoHma «Kupu ceriuacy (bpeutes JI.B. u np., 2017).

[TanieHnTbl, HAOMIOJABIIMXCS B CHEIUAIM3UPOBAHHBIX MYJIbTUIUCIUTIIMHAD-
HBIX Opurasax UMeNM 3HAYUTENIbHOE YIY4IIeHHE KauecTBa U3HU, M0 CPABHEHUIO C
OOJIbHBIMH, TOJIYYaBIIMMHU CTaHIAPTHYIO amOynaropHyio momoib (Chio A. et al.,
2004; Van den Berg J.P. et al., 2005). Bosnee Toro, vcciaeoBaHus MOKa3ald yBEIAYEC-
HU€ BBDKUBAEMOCTHU MAlIMEHTOB NP HAOIIOACHUU B MYJbTHAUCIUIIMHAPHON Opura-
ne ua 7,5 mecsres (Traynor B.J. et al., 2003) u na 6 mecsiies (Paipa A.J. et al., 2019).
OO6cyXKaaeTcsi, 4TO 3TO CBSA3aHO C OOJBIICH TOCTYMHOCTHIO MEIUIIMHCKOW MOMOIIIH,
TJIaBHBIM 00pa3oM ¢ ucnosiabszoBanueM HUBJII (Rooney J. et al., 2015).

ITo pesynwpraTtam muccienoanus O.M. Camomkunoit B Cankrt-IletepOypre 00b-
em momomu i 6ombHBIX BAC Hemoctatouen (Camomkuna O. H., 2007). 13 90
0osbHbIX, HaOmonaBmmxcst B CI16 u Jlenunrpaackoit o6xactu ¢ 2003 o 2007 rr., HUA
OJIHOMY W3 TMAI[MEHTOB HE BBIMOJIHSIACH TJIAHOBAS TACTPOCTOMHUS, a 3 MareHTam Obl-
Jla HaJIOXKEHA racTpoCTOMa MPAKTUYECKU OJHOBPEMEHHO ¢ TpaxeoctoMo. Hukto u3
MaIMEeHTOB He ObLT ocBegomiieH 0 HeoOxoaumoct HUBJI my1st koppekiuy IpIxaTeib-
HOU HEJOCTATOYHOCTH.

VYuuteiBasi paznoodpazue GpopM, TeMIOB IporpeccupoBanus 0O0JIe3HU, TaIna-
TUBHAs ToMoIilb 17151 60sbHBIX BAC HeoOxoanma He TOBKO B TEPMUHAIBHOM CTaauH,
HO ¥ Ha MPOTSHDKEHUU BCETO Meproa 00Ie3HHU.

@datanpabiMu cumnToMamu bBAC, TpeOyromuMu HanOOIbIIET0 BHUMAHMS CIie-
nuanucToB, siBisitores nucharus u J[H. Tlpu BAC pa3BuBaercs HapymieHue pediiek-
TOPHOTO TJIOTaHUs CIIIOHBI. CHasiopesi yBEIUYUBACT PUCK WH(DUIIUPOBAHUS MOJOCTH
pTa, MOXKET YCYT'yOUTh peUeBbIC HAPYIICHUS, BRIHYKIACT OOJBHBIX MEHBIIIE TOBOPUTH

M3-3a YyBCTBA MCUXOJOTUYECKOTO TUCKOM(DOpTa B MPUCYTCTBUM Jpyrux oaeil. [Ipe-


https://www.ncbi.nlm.nih.gov/pubmed/?term=Paipa%20AJ%5BAuthor%5D&cauthor=true&cauthor_uid=31354285
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napaTamMy BeIOOpa JJIsi KOHTPOJISL CIFOHOTCUCHUS SIBIISTIOTCS TPUITMKINICCKIE aHTHIC-
peccaHThl (AMUTPUNITHIMH, UMHUIPAMUH), KOTOPhIE 32 CYET XOJMHOOJIOKHUPYIOIIETO
JICVCTBUSI YMEHBIIAIOT CIOHOTeYCHHE. [Ipy HaMM4YNK MPOTUBOIOKA3aHUN K TPHIIHK-
JMYECKUM aHTUJCTIPECCAHTAM, HCIOJB3YIOT CKOIOJIAMUH B BHUJIE TPAHCACPMAIILHON
CHCTEMBI WJIM UHBEKITUU OOTYJIOTOKCHHA THTIA A.

[Tpu gucdarum peKOMEHAYIOT IPUHUMATH MUILY B IMOJOXEHUU cups. Jloromen
MOJKET JIaTh PEKOMEHJIAIIMHU M0 KOPPEKIUU TOJO0XKECHHS TeJla W TOJOBBI MPH IIpHEMe
MU, KaK TPAaBUIIO, IPH HApyIICHUHA (POPMHUPOBAHUS MHUIIEBOrO KOMKa s dhdek-
TUBHOW OYMCTKH POTOBO TMOJOCTH HCIIONB3YETCS OTKIOHEHHE TojoBbl Hazaxn (Ertekin
C. etal., 2001). PexomeHaytOT ApOOHBINA MPUEM MUK HEOOIBIIMMH HOPIHUAMH 5-6 U
OoJsiee pa3 B JIeHb C YTPEHHUM yHOTpeOIeHneM OoJiee KaTOpUHHBIX MPOIYKTOB. [Ipn
nucharuy TpeAnoYTUTEHHO UCKITIOUUTh CyXHe, BOJOKHUCTBIC U JKECTKUE MPOIAYKTHL.
[Tpu Hanmuuy npoOaeM Mpu TIOTAaHUH JKUIKOCTEH clieyeT nepeiTH Ha uxX morpedie-
HHUE B BUJIC KUCEIICH, MITM UCTIOIh30BaTh MPOMBIIUICHHBIN 3aIryCTUTEIh, KOTOPHIC T103-
BOJISIFOT CO3/1aBaTh Oe30macHble Il III0TaHus KoHcHcTeHIn. Kputepuem 0e3omacHo-
CTH BHIOPAHHOW KOHCHCTEHIIMU SIBJISIFOTCS OTCYTCTBUE NMPU3HAKOB aCIUPAIUH, OTCYT-
CTBHE OCTATKOB NHIIY BO PTY U TJIOTKE MOCJE aKTa IJIOTaHUS, OTCYTCTBUE YTOMIISIC-
MOCTH TIPH NIPUEME MTUIIK B HEOOXOIUMOM 00BEME.

B nureparype onmcaHo, 4TO pacnpocTpaHeHHOCTh aenpeccuu npu bAC moxer
OBITh 3HAYUTEIHHO 3aBBIIICHA B CBS3HM C HAJMYMEM B IIKAJIaX OIEHKU JCTPECCHU BO-
POCOB 0 (QU3UUECKUX CUMMTOMAax 0OJIe3HH, KOTOPhIE MOTYT OBITh HE CBSI3aHBI C Jie-
npeccueii (Pagnini F. et al., 2014).

VYuuteiBasg, 4to npu BAC 4yBCTBUTENBHBIE HEPBHBIE BOJIOKHA OCTAIOTCS WH-
TaKTHBIMHU, MHOTHE TOJIbI HATHYHIO O0JIEBOTO CHHAPOMA y ATOM TPYIIIBI MAIIMEHTOB HE
YIEISIIOCh JOJDKHOTO BHUMaHUs. OTHAKO, MHOTHE aBTOPBI OTMEYAIOT, YTO OO0JIb SIBIIS-
eTCsl YaCThIM CUMIITOMOM, BeTpedasich oT 15 (Hanisch F. et al., 2015) no 85 % ciyua-
e mpu BAC (Chio A., 2012). BoseBoi cHHAPOM MOXKET BO3HUKATh MPH KPaMITH, KO-
Topbie BeTpeuaroTes y 44-55 % Gomsabix BAC (Lo Coco D. et al., 2012), npu cma-

CTHUYHOCTH, a4 TAaKXE Ha (1)OHC BBIPAXKCHHBIX ABHUIaTCIbHBIX paCCTpOﬁCTB BIIJIOTH 10
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nostHOM oOe3nBmkeHHocTH (Caress J. B. et al., 2015). Hapsay ¢ apyrumu conuaibHO
nesagantupyromumMu npossieHusMd BAC, 601eBol CHHAPOM MOXKET CYIIECTBEHHO
CHIDKATh Ka4eCTBO KHM3HH OOJIBHBIX, HAPYIIATh COH M BhI3bIBaTh Aenpeccuro (Pizzi-
menti A. et al., 2013).

B Hacrosimee BpeMs HET €IWHOTO MHEHHS O MEXaHWU3Max BO3HUKHOBEHHUS U
pa3BuTHS 00JIH, CBS3H C (POPMOH, TSKECTHIO 3a00JIEBaHMS, BO3PACTOM M TIOJIOM TallH-
CHTa, COOTHOIIICHNH 0oy M cTaauu 3adoneanus (Chio A. et al., 2017). Hemocrarou-
HO WCCleoBaHni 1Mo 3¢ (EKTUBHOCTH JeKapCcTBeHHOUW Tepanuu 60iu npu BAC, uto
MOJITBEPXKIACTCS  JTAHHBIMHU KokpanoBckoro o03opa (Brettschneider J. et
al., 2013). IloaToMy TakTHKa BEICHHUS MMALMEHTOB C OOJIEBBIM CHHAPOMOM Oa3HpyeT-
csl Ha pexoMeHanusx no ooezdonupanuto B [IMII (HoBukos I'.A. u np., 2019; AOy-
3aposa ['.P. u ap., 2018).

Panee cymiecTBoBasio MHEHHE, YTO IMAPE3bl M MBIIICYHBIC aTPO(UU MOTYT yCH-
JIUBaTbcad Ha (poHe (PU3MUYECKON HArpy3KH, 3a CUET padOThI MBIIIL HA MPEAEIIE CBOUX
byHKIIMOHATBHBIX Bo3MokHOCTeH (Johnson E.W. et al., 1971). Oxnako mo3»xe ucce-
JOBaTEU TPHUIILTA K BBIBOAY, YTO OTCYTCTBHE aKTHBHOCTH BEACT K YXYIIICHHIO (H-
3MYECKOTO COCTOSHUS M HapacTaHWs CIA00CTH M3-3a MPEXKICBPEMEHHOTO CHUKCHHS
Harpy3Ky Ha HEMOPaXeHHBIC TPYIIIBI MBI KpoMme TOoro, CriacTHYHOCTh MBIIIIT U TY-
TOIOJIBIOKHOCTh CYCTaBOB MOTYT BbI3BaTh 00JIb, KOHTPAKTYPHI, YTO B CBOIO OYEPE/Ib
MPUBOJIUT K JAIGHEHIIIMM JBUTATEIHHBIM HapymeHusM. [1o maHHbIM 0030pa OnbImo-
ek KokpaiiHa y ManueHToB, HCIIONIB3YOIINUX PeryJsipHbIe yrpaxHeHus (3 pa3a B He-
JIeNI0) CpeqHEd MHTEHCUBHOCTH Ha HApacTsHDKEHUE MBI, (QYHKIMOHAIBHBIN nedu-
mut no mkane ALS FRS-R, napacran mennennee, yeM B IpyIIie MalMeHTOB, MOTY-
yaBmux uckaounteasHo yxox (Dal Bello-Haas V. et al., 2013). HengaBuee uccneno-
BaHue (u3mueckoi Teparnuu nmpu BAC moka3ano XOpomyr NEpeHOCHMOCTb U YITyd-
IICHHE CAMOYYBCTBHUS Y MAIMEHTOB, HECMOTPS HA HEYKJIOHHOE TIPOTPECCUPOBAHUE 3a-
oonesanus (Meyer R. et al., 2018).

Hapymienue peun Bo3HukaeT npumepHo y 75-80% Oonbabix BAC (Borasio

G.D. etal., 2001), a B 27% citydaeB sSBJISCTCS IEPBBIM CUMIITOMOM 3a0osieBanus. Kak


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4309879/#b5
https://www.ncbi.nlm.nih.gov/pubmed/?term=Johnson%20EW%5BAuthor%5D&cauthor=true&cauthor_uid=5565885
https://www.ncbi.nlm.nih.gov/pubmed/?term=Meyer%20R%5BAuthor%5D&cauthor=true&cauthor_uid=30425026
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MPaBUJIO, CHAYaIa peyb MallMeHTa CTAHOBUTCS 3aMEJICHHOM, 3aTe€M CTAaHOBUTCS TPY/I-
HO TPOM3HOCUTH HEKOTOpHbIE OYKBHI, CJIOBa. Y MHOTHX MAaIlMCHTOB MO0 MEPE Pa3BHTHUSA
3a00JIeBaHUsI PA3BUBACTCS aHAPTPUSI U HAPYIIAECTCS MOJHOIICHHOE OOIIEHHUE CO CBOM-
MU OJIM3KHMHU U yXaKUBAOMMMU. CIIEIUATUCTHI B TAKOH CUTyallil HE MMEIOT BO3-
MOKHOCTH 00€CIeYHTh yJacTHe MalMeHTa B JICYCOHOM TpoIiecce, B MPUHATHH pellie-
HU 00 00BEME BMEIIATENILCTB, TEPSIOT BOZMOXKHOCTH ONMPAIIMBATH MMAIMEHTA O €ro
CaMOYYBCTBHH W BBIHY)KJICHBI TIOJy4aTh WH(POPMAIIUIO OT POJACTBEHHHUKOB. Peub Kak
qacTh OOIICHHUS TepefacT OCOOCHHOCTH JIMYHOCTH, HANpPUMEpP, YyBCTBO IOMOpA.
Hapymenue peun MpUBOAWT K COIUAIBLHOW M30JIALUU, PpycTpanuyd OOJBHBIX, KOTO-
pBI€ UCTIBITHIBAIOT MICUXOJIOTUYECKUX AUCKOMpOopT. Hapyiienue pedn mpoBOaUT K I0-
Tepe KOHTPOJIS Hall ACHCTBUSAMHU YXQKUBAIOIIMX, MOXKET MOSIBUTHCS dMOIMOHATBHEIC
paccTpoucTsa.

Jloronenn4eckue MOIXO0/AbI, UCTIONB3YIOUINECS Y MAUEHTOB C AU3apTpUeH MpH
Ipyrux 3a00JieBaHUAX (HapUMeEp, MOCe MePEHECEHHOTO OCTPOTO HAPYIIICHHS MO3TO-
BOTO KpOBOOOpaIeHusl), BKIIOYAIOIINE YIPAKHEHNS I TPEHUPOBKU MBIIII] POTO-
TIIOTKH, He mokasanu dpdextuBHocty npu BAC (Tomik B. et al., 2010). [{ns oG:er-
YeHUsT OOINEHUS TIPU HAPYIICHUSX PEYH HUCIOJB3YIOTCS CPEICTBA albTCPHATUBHOM
xommyHukaiuu (Peickuna B. J1., 2018).

[TayraTBHAS MOMOIIB JTOJIKHA CTPOUTHCS HA MPUHIUIIAX YBKEHHS K aBTO-
HOMUU TAIMEHTa Ha BCEX dTamax pa3BuTHs 3a0oseBaHus. OTKPBITOE 00CYKIEHUE BO-
IPOCOB, CBS3aHHBIX C YXOJOM B KOHIIEC JKU3HH C IMALMEHTAMH M UX CEMBSMH, TaeT
BpeMsl JUIsE OOJyMBIBaHHS W TUIAHUPOBAHHS, MOXKET MPEIOTBPATUTH HCIOJIH30BAHUE
HE)KeJaTeIbHBIX BMEIIATEeNICTB WIH TPOIEIyp, MOKET 00eCNednTh YBEPEHHOCTD, U
MOET YMEHBIIUTH cTpax. [IpenBapurenbHble JOTOBOPEHHOCTH H O0CYKIACHUE TIPE/I-
NOYTCHUH O YXOAY MOTYT COXPaHHTh aBTOHOMHIO B KOHIIC JKU3HU. YUHTHIBASI, YTO
3HAYMTENbHAS YacTh NAIMEHTOB B TIPOIECCE NPOTpPecCHpoBaHMs OOJIE3HH HMEET
aHapTPHIO, TPEABAPUTEIHLHOE 00CYKIEHNE TPYAHBIX PEIICHUH aKTyaabHO, OCOOEHHO
JUTSI IAIMEHTOB ¢ Oynb0apHOi GOopMOH, y KOTOPHIX HAPYIICHHUE PEUr — MEPBbII CUMII-

TOMOM OOJIE3HH.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Tomik%20B%5BAuthor%5D&cauthor=true&cauthor_uid=20184513
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I[JDI YIydHICHUA HNPUBCPIKCHHOCTH IMAOMCHTA K MCTOJaM YIIYUIICHUS Ka4CCTBA
JKU3HHU, TOBBINICHUA JOBCPHUA MCIKAY IHMAIIMCHTOM W MCIUIIUMHCKUM IICPCOHATIOM, HeoO-
XO0AUMO aKTHUBHOC JUHAMHYCCKOC Ha6J'IIOI[CHI/Ie HanrucHTOB B BUJC aKTUBHOI'O MCIU-

KO-COIMMAJIBHOT'O ITaTpOHa)Xa.
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I'JTIABA 2. MATEPUAJIBI U METO/ZIbI UCCJIEAOBAHMA

2.1. Matepuaiibl ucclie10BaHUS

2.1.1. XapakrepucTuka KIMHHYECKOr0 Mareprana

B nccnenoBanue 0b110 BKIIOYEHO 162 nmanuenTa ¢ paznuuabiMu popmamu BAC.
[TanreHThl MPOXOAMIN HAarHOCTHYECKOE OOCJIEAOBAHHE B YCJIOBHSX CTallMOHApa C
2011 mo 2018 rr., U3 HUX Y 92 OOJIBHBIX TUArHO3 OBLI BepuMUIIMPOBAH BO BpeMs ILja-
HoBoM rocnutanu3anuu B CII6 I'BY3 «lopoackas MHoronpoduibHas OoJIbHUIA
Ne2y, octanbHble MaMEHTHl 00CIEAOBAIMCH 110 MECTY KHUTEIHCTBA B TOPOJICKUX CTa-
[[MOHAapax U palloHHbIX OonpHUIIAX. Jlnarno3 BepuduimpoBaiics corinacHo [lepecmot-
pernrbiM kputepusm El Escorial (2000 r.), koTopble onpeAeisiiich B 3aBUCUMOCTH OT
couetanusi npusHakoB nopaxenus [IMH u [IMH Ha pa3nuuHbIX ypOBHAX Hepedpo-
CIIMHAJIBHOU OCH.

JlanbHeiiee quHaMuYecKkoe HaOItoIeHHe ObUIO MPOBEICHO JIMYHO aBTOPOM 3a
MalMeHTaMy, COCTOSIBITMMHU Ha y4eTe B KaOWHETe MaJUTMATUBHON MEIMIIMHCKOM IO-
Mon «Ciry0bl TTOMOIIH JIFOJSIM C OOKOBBIM aMHUOTPO(DHUUECKUM CKIIEPO30M U JAPY-
TUMU HeHpOoMbIIeuHbIMU 3a0oneBanusiMuy Cankt-lleTepOyprckoit accornumainuu 00-
IIECTBEHHBIX 00benMHEHUN ponutenen nerer-uHBamugoB «I"AOOPIN» c cenTadps
2016 mo mapt 2019 rr.

Cpenu Bcex NMALKUEHTOB B HCCIEIOBAaHWU COOTHOILICHHE MYXXYUMH U KCHIIUH
obu10 paBHBIM — 10 50% (81 yenoBek). Bo3pacT 60MpHBIX HAa MOMEHT Havasa 3abosie-
BaHMs BapbupoBai oT 30 1o 81 ropa.

[TanineHTHl OBUTM pacHpeAesieHbl B COOTBETCTBUU C Kiaccudukarmein XoHaKa-
puana O.A. (Xonakapuan O.A. u ap., 1978.) Ha 5 rpynn B 3aBUCUMOCTH OT (POPMBEI
3aboneBanus: meHo-rpyaHas (ILI'®), moscauuno-kpectoBas ([IKD), 6ynnbapnas
(b®), nepuuno-renepanuzoBannas (I1I'®) u Beicokas (BD). OtaenbHON rpymnmnoi B

WCCJIEIOBAHNE OBLITN BKJIFOYEHBI TAIMEHTHI C MPOTPECCUPYIOINICH MBIIIEYHON aTpodu-



36

et cormacHo CeBepo-AMEpPUKAHCKOW KiaccupuKamuu O0JIe3HEH JIBUTATEIBHOTO
Helipona (Hudson A.J., 1990), a Takxe ¢ y4eTOM peKOMEHALUIA MO0 EPECMOTPY KpH-
tepueB El Escorial 2015 r. Yaenshsiit Bec naruenToB ¢ LLI'® 6b11 MakcuManieH u co-
craBm1 36,4% (59 genosek), [TIKD — 29,0% (47 genosek), b® — 27,2% (44 denoBeka),
Ha fomo [II'® u [IMA npuxoaunocs 3,1% (5 yenosex) u 3,7% (6 4enoBeK) COOTBET-
cTBeHHO, 10151 BO Obuta MunumManbHa - 0,6% (1 dyenosek). Pacnipenenenue naurueHToB

BAC B 3aBucuMocTu oT (hopmbl 3a001€BaHUs HATJISIIHO TIPE/ICTaBIICHO HAa pUCYHKE 1.

[TIK® - 47

b® -44
ro - 59

I TIMA - 6
BO®-1 nre .5

Pucynox 1 — Pacnipenenenue nannentoB bBAC B 3aBucuMocT 0T HOpMBI
3a0o0eBaHus
CornacHo knaccuukanuu BO3pacTHIX kareropuii BO3, mauueHTsl ObLIN pas-
JICJIEHbl B 3aBUCUMOCTH OT BO3pacTa Hauyana 3a00JieBaHUs Ha TPYMIbI: MOJIOAOTO (J10
44 jner), cpennero (45-59 ner), moxxunoro (60-74) u crapueckoro Bo3pacra (75 et u

cTapiie), moapobHee B Tabnmie 1.

Ta6nuna 1 — Pacnpenenenue nayueHToB MO BO3pacTy Havalia 3a00eBaHus

['pynmel o Bo3pacTy Hauasa 3a00JIeBaHUS Aolc. u. Homs, %
10 44 net (MoJI0JI0M BO3pacT) 19 11,7
45 - 59 ner (cpegHuii BO3pacT) 64 39,5
60 - 74 rona (MOXUJI0¥ BO3paCT) 62 38,3
75 net u 6oJiee (CTapyECKHil BO3PACT) 17 10,5
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JI7is OIIEHKM MPOTHOCTUYECKOW 3HAYMMOCTU KOMILJIEKCHOM MYJIbTHIUCIUTLIN-
HapHON CHUMIITOMATHYECKON TepanmuM MO3JHUX CTaAUi OOKOBOIO0 aMHOTPO(PHUUECKOTO
CKJIEpO3a W €€ BIMSHHUS Ha Te4eHHe 3a0oJieBaHms marueHThl (162 demoBeka) Obuin
paznenensl Ha 2 Tpynnsl. 1-g rpynna - 111 nanuenrtos (68,5%), Haxonumuce noj pe-
TYJSIPHBIM HaOJIIOJEHUEM U MOJIydalid NAJJIMATUBHYIO MOMOIb COIVIACHO pa3pado-
TaHHOMY QJICOPUTMY (ajiee — OCHOBHAs rpynna). 2-a rpymnmna - 51 mauuest (31,5%) —

HaOJIIOAAJIUCH B MOJUKIMHUKE 110 MECTY JKUTEILCTBA (Jajiee — Tpyma CpaBHEHUS).

2.2. MeTo/1pl McCclIeqOBaHUS

2.2.1. KnuHHKO-HEBPOJIOTUUECKAN METO

KJIMHUKO-HEBPOJOTUUECKOE HCCIECIOBAHUE MPOBOJWIN TPHKIBI: HA MOMEHT
BKJIIOUEHHUSI B HccienoBanue y 162 nanuentoB (1 ocMoTp), B iMHaAMUKeE yepe3 6 mecs-
1eB — y 134 nanuenTa (2 ocMOTp) U B TEYEHHE TOCIETHETO MECSIA KU3HU MMAlIUEeHTOB
— 74 genoBeka (3 ocmotp). JlaHHBII MeTOA BKIIIOYa cOOp #an00 Ha MOMEHT OCMOTpa,
aHaMHe3a 3a00JieBaHHs, CEMEWHOI0 aHaMHE3a, OLICHKY KIMHUYECKON KapTHUHBI U
HEBPOJIOTMYECKOTO CTaTyCa.

NuauBuyaibHAsE aHKETa Ka)XJA0ro MalreHTa cojiepKajia aHTPOIIOMETPUUYECKUE
JaHHBIE (POCT, Maccy Teja A0 00JIe3HU U HA MOMEHT OCMOTPOB), BO3pacT O0JIBHOTO Ha
MOMEHT Hayaja W IMarHOCTHKHU 3a00JIeBaHUsI, BPEMSI MOSBIICHUS TIEPBBIX CUMIITOMOB,
naty Bepudukanuu nuarsosa, popmy BAC, natel HanmokeHHs! raCTPOCTOMBI U Havyasia
BcrioMorarenbHol BenTuisiiuu jerkux (HUBJI/MBJI), naty cmeptw.

HccnegoBanue HEBPOJIOIMUECKOTO CTaTyca MPOBOAMIM MO CTaHJIAPTHOW METO-
nuke. [lopaxkeHne 1eHTpaIbHOTO MOTOHEHPOHA ONPEESISIN IPU HATUYUKU TUPaMU/I-
HOM CUMITOMATHKHU B BHUJIC OKHUBJICHHS TTyOOKHX pedIeKCOB, TOSIBICHUS MAaTOJIOTH-
YECKUX KHUCTEBBIX U CTOMHBIX PEQIIEKCOB, MOBBIILIEHUS MBIIIEYHOIO TOHYCA, MOSBIIE-

HUS [EHTPAIBHBIX MMApEe30B, a TAKXKe HAIWUUS MceBa00ynp0apHoro cunapoma. [lopa-
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KEHHE HIDKHEr0 MOTOHEHpPOHA JMAarHOCTUPOBAIM TPHU Pa3BUTHUU MEPHUPEPUUECKUX
[ape30B, MBIIIEYHBIX aTpoduil U GacUKYJIALNN, a TaKkKe 0yIp0apHOTr0 CHHIPOMA.

Onenky ¢yHKIIMOHAJIBHOTO CTAaTyca MAIlMEHTOB BBITIONHSIN B COOTBETCTBUU C
[lepecmoTpenHOM mIKanoW HapymieHWH (QyHKIMNA Tpu OOKOBOM aMHUOTPO(PHUUIECKOM
ckiepo3e — ALS Functional Rating Scale Revised, ALS FRS-R (Cedarbaum J.M. et
al., 1999), onucannoii B [Ipunoxennn 1. MakcumansHOE KOJIMYECTBO OauioB — 48 co-
OTBETCTBOBAJIO MOJIHON (PYHKIIMOHAIBHON CIIOCOOHOCTH OOJIBHOIO, @ MUHUMAJIBHOE —
0 COOTBETCTBOBAJIO MAKCUMAJIbHO BBIPAKEHHOMY (YHKIIMOHAJIBbHOMY JIe(ULIUTY Ma-
LMEHTA.

Cragua BAC omnpenensaiu B COOTBETCTBUM C cUCTeMoM oineHku ctaauu BAC,
2012 (tabmuua 25 B Ilpunoxenun); 1 craaus — BoBieueHUe 1-ro ypoBHs mepeOpo-
CIMHAJIBHOW OCH; 2 CTagusl — BOBJIEUEHUE 2-TO YPOBHS; 3 CTaaus — BOBJICYEHHUE 3-TO
ypoBHS; 4A cTaaus — HAIM4YUE MOKa3aHUM K ractpoctoMuu; 4B cranus — HeoOxou-
MocTb npoBenennst HUBJI; 5 cranus — nenone3oBanne MBJIL.

[TpoBoauiu aHanu3 TeueHus: 3a00JIEBaHUs C OMPEICIIEHUEM TeMIa IPOTrpeccH-
poBanusi bAC u BepkuBaemoctd. K mepBbIM cuMiitomaM 0OJI€3HH OTHOCHIIM TOSIBJIE-
HUE CJIa0OCTH WJIM MBIIIEYHBIX aTpo(uil Mpu CNHHAIBHBIX (OopMax W TPU3HAKU
HapyILIeHUs pe4Yd W TIOTaHus Tpu OyianOapHoi (opme. DacHUKYNISIIIUU MBI U
KpaMIId B KAYECTBE MEPBBIX CUMIITOMOB I pacyeTa NporpeccupoBaHus 3a001eBaHus
HE PacCMaTpUBAIINC.

Temn nporpeccupoBanus 3a00JI€BaHUs PACCUMTHIBAIM B YCJIOBHBIX IOKa3aTe-
751X 110 hopmyJie:

(48 — 6anb1 ALS FRS Ha MoMeHT ocMoOTpa)

AJINTEJIbBHOCTb 3ab0J/1eBaHUS B Mecdnax

MenieHHBIN TEMIT POrPECCUPOBaHUS COOTBETCTBOBAN MeHee 0,45, OBICTPBIN OT
0,45 no 0,54, ctrpemurenbubiii — Oonee 0,54 (Kolind S. et al., 2013).
CreneHb TSKECTH aAu3apTpuu orieHuBanu 1o mkane Hillel ot 10 mo 1 6amios,

riae 10 6ays10B — HOpMaibHAs pedb, 1 6ayut — anapTpus (Tadmuma 26 B [IpunoskeHun).



39

JIyist onipeienieHrst OTKJIOHEHHST MacChl Tela OT BO3PACTHOW HOPMBI MIPUMEHSIITU
uHIeKc Macchl Tena (MMT), KoTophbli onpenessuii 1Mo OTHOIICHHIO Beca (B KT') K POCTY
(B M2).

['ocnuranbHas mkana TpeBoru u aenpeccun HADS (The Hospital Anxiety and
Depression scale) Obl1a BeIOpaHa B KaueCTBE CAMOONPOCHHKA I CKPUHHHTA addek-
TUBHBIX HapymieHui ([IpunoxkeHne), Tak KaK JaHHAS IIKaja HE COJEPKUT BOIPOCOB
10 TIOBOJTy COMATHUYECKON CHUMIITTOMATHKH, CBSI3aHHOW C TPEBOTOW W JIeNpeccrei, KaK
B OOJIBITMHCTBE APYTUX YaCTO UCTIONB3YIONIMXCs npyrux mkain. HADS coxepxkut nBe
MTOIIIKAJTBI JJIST OIEHKH CUMIITOMOB TPEBOTH M JACTIPECCHUH, KaXK/1ast K3 KOTOPHIX BKITIO-
yaeT 7 nyHkToB ([Ipunoxkenue). CymMmMapHbIe OIEHKH BBIPaKCHHOCTH CHMIITOMOB CO-
ctaBisatoT ot 0 1o 21 Gamna. CymMmapHbiit 6aut ot 8 10 10 B ka0l moJlIKane CBU-
JIETENBCTBYET HAJUYMIO MOTPAHUYHBIX MIPOSIBICHUM TPEBOTH WM Jenpeccuu. Knunu-
YEeCKM 3HaUYMMasi TPEBOra W/Win Jienpeccus onpeensercs 6amiamu ot 11 qo 21.

NHTEeHCHBHOCTh OOJIEBOTO CHHApPOMA OIEHHWBAIA TI0 BU3YJIbHO-aHAJIOTOBOU
mkasne (BALLD) u aymeponorudeckoit onenounoi mkaine (HOII) or 1 go 10 Gamnos,
rae 0 OamnoB — orcyrctBue 6onu, 10 O6aioB — Hectepnumas 0osb (Tabiuia 26 B
[Mpunoxenun).

BbDKHBaeMOCTh pacCUMTHIBAIM B MECAIIAX C MOMEHTA MEPBBIX CUMITOMOB JIO

AaThbl JICTAJIbHOI'O UCXO0Ja UJIN JaTbl YCTAHOBKH TPaxXCOCTOMBI.

2.2.2. JIonoIHUTEIbHBIC METOAbI MCCIICAOBAHUS

HccnenoBanne QyHKIIMM BHEIIHETO JBIXaHUS C OIEHKOM *KU3HECHHON €MKOCTH
JICTKHMX BBITOJIHSJIN C TIOMOIIBIO TopTaTuBHOro cupomerpa MIR Spiridoc u omHopa-
30BBIX TypOWH. Y MalMEHTOB C HATMYMEM BBIPAXKEHHOM CIa00CTH MHUMHYECKON MY-
CKYJIaTyphl JUIsl 00JIerYeHUs MaHEBPa UCIIOIb30BAIM CHIIMKOHOBBIN 3aryOHUK.

HouHyro nmyJbCOKCUMETPUIO TPOBOAUIIN MALIMEHTAM JIJI1 BBISIBJICHUSI CHUKECHUS

YPOBHSI KUCJIOPO/Ia B KPOBH (FecaTypaliuu) u noarsepxaenus norpeonoctu B HUBJI.
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2.2.3. 'eHeTnueckast TMarHOCTHUKA

MonekynspHO-TeHETHUECKUE HCCIEAOBaHUA TpoBoauiau Ha 0Oaze Hayuwo-
METOAMYECKOro HeHTtpa MousekysipHoi meauuuasl OI'BOY BO «llepBbiii CaHKT-
[leTepOyprckuii rocyqapCTBEHHBIN MEIUIMHCKUN YHUBEPCUTET HMEHHM aKaJeMHuKa
W.I1. TTaBmoBa» Munsnpasa Poccun. Y manmeHToB npoBoawm 3a6op 10 M1 BeHO3HOM
KpOBH, BBINOJIHSIM JKcTpakiuio TeHomMHod JIHK ¢ wucnonb3zoBanuem Habopa
QIAamp® DNA Mini Kit B COOTBETCTBUU C HHCTPYKIIMEH MPOUZBOIUTEIS.

Ananu3 kogupyromei odinactu rena SOD1 ObuT IpOBEIEH C MOMOUIBIO PSIMO-
ro aBTOMaTHYECKOro cekBeHupoBaHus 1o Conrepy. C LEnpI0 onpeaeneHnus KOHIICH-
Tpauuu U OTCYTCTBUSI KOHTaMUHAIMK 3mtonpoBanHoi JIHK (onpenenenue coorHole-
Hus A260/A280) ucnonszoBanu BioDrop UV/VIS Spectrophotometer. CekBenupona-
HUE aMIuuUIMpoBaHHbIX SK30HOB TeHa SODI1 mpoBogmimm ¢ momomibio Habopa
BigDye Terminator v3.1 B COOTBETCTBHH ¢ HHCTPYKIIUEH TIPOU3BOIUTEIIS.

Brissnenne skcnancuit GGGGCC-noropoB B reHe C9orf72 u npeadkcnancui
CAG-noBTopoB B reHe ATXN2 mpoBoauiu ¢ ucronb3oBanneM meroaa [P ¢ mpaii-
MUHTOM HYKJICOTHIHBIX MOBTOPOB U C MOCIEAYIONIUM pa3felieHueM MPOAYyKTa peak-
UM C TOMOINBIO (parMeHTHOro aHanuza. llocienoBaTeNbHOCTh MCIIOJIb3yEMbIX
npaiimepos, ycioBus [1LP u moacuer konmuectBa Hykineotuanbix GGGGCC- u CAG-
NOBTOPOB MPOBOJAWIM B COOTBETCTBUM C paHee ONMYOIMKOBAHHBIMHU IMPOTOKOJIAMHU
(Warner J.P. et al., 1996). KoauuectBo HykineoTuaabix GGGGCC-moOBTOPOB B T'eHE
C9orf72 menee 30 cuntanocs HopMmoi. [Ipemdkcnancueii B rene ATXN2 cunranu kxo-

andectBo HykIeoTuaHbIX CAG-1moBTOpOB OT 26 10 33.

2.2.4. Cratuctudeckasi 00paboTKa pe3yabTaToOB

Cratuctuyueckyro 0OpaOOTKy MOJTYYEHHBIX PEe3ylbTaTOB MPOBOAMUIU C TOMO-

IO MTaKeTa nmpukiIagHeix mporpamm IMB SPSS Statistics 20. Xapakrep pacmnpenene-

HUs JAaHHBIX OLIEHWBaiu ¢ nomoubio kputepuss Kommoroposa-CmupnoBa. Kosmue-
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CTBEHHBIC JIaHHbIC MpEJCTaBiIeHbl MenuaHo (Me) U MHTEepKBAPTUIBHBIM pPa3Maxom
(Q1 — Q3), Tak Kak pacHpejeiicHHE BEIMYMH B TPYIIAX OTIUYACTCS OT HOPMAJILHOTO.
CpaBHeHUE IBYX HE3aBUCHUMBIX PYIIN MO OJHOMY WJIH HECKOJIbKUM KOJUYECTBEHHBIM
MpU3HAKaM, UMEIOIIMM XOTS Obl B OJIHOM W3 TPYIIT paclpeneicHue, OTINIHOE OT
HOPMAJILHOTO WJIM €CJIA BHJI pacipeiefieHui He aHATU3UPOBAJICS, MPOBOIUIIOCH ITyTEM
MPOBEPKU CTATUCTUYECKON TMIOTE3bl O PABEHCTBE CPEAHUX PAHTOB C MOMOIIBIO KPH-
tepusi ManHa — YutHu. [ mpoBepKU pa3invuuid MEXAy JABYMsI CPAaBHHUBAEMbIMU
napHbBIMU BbIOOpKaMU HaMu ipuMeHsuicss W-kputepuii BusikokcoHa.

JI1s ipencTaBlieHUs] KAYECTBEHHBIX MPU3HAKOB HCIOJIB30BAIM OTHOCUTEILHBIE
nokasatenu (1oau, %). J{as OleHKH pa3iIuyuil OTHOCUTENbHBIX BEJIMYUH JJIs1 HE3aBU-
CUMBIX TPYHII HUCIOJB30BAIM aHAIW3 TaOaul] compsbkeHHOCTH (y2). Ilpu yactorax
MEHBIIE 5 MPUMEHSUICS JABYCTOPOHHUM TOYHBIA KpuTepun Puinepa. [nsa cpaBHEeHUs
OTHOCUTEJIBHBIX TIOKa3aTeNiel, XapaKTepU3YIOIIUX CBA3aHHBIE COBOKYIMHOCTH (710 U
MocJIe JICUCHHU ), HaMU UCIoab30Basics Tect MakHemapa.

C uenbl0 M3y4YEHHS CBS3U MEXKIY SIBICHUSIMHU, MPEICTABICHHBIMU KOJUYE-
CTBEHHBIMHM JIaHHBIMH, PACIPEACICHUE KOTOPBIX OTIMYAIOCH OT HOPMAaJbHOIO, HC-
MOJI30BAJIM HEMapaMEeTPUUYECKU METOJ — pacyeT KoA((PUIMEHT paHrOBOM KOppes-
uuu CriupMeHa.

Ecnu paccuntanHoe 3HaueHue t ObUTIO MEHBIIE KPUTUYECKOTO MPH 33JaHHOM
YHCJIe CTEMeHel CBOOOIbI M YPOBHE 3HAYMMOCTH, JEJIAId BBIBOJ 00 OTCYTCTBUU CTa-
TUCTUYECKON 3HAYMMOCTH B3aUMOCBsI3U. Eciu Goibliie — TO KOppesUOHHAs CBS3b
CUMTAIN CTATUCTUYECKU 3HAUUMOM.

3naueHus k03P huImeHTa KOppesiuyd p HHTEPIPETUPOBAINA B COOTBETCTBUHU CO
CIIEAYIOIIMMHU JaHHBIMU. 3HA4eHUs KOd(pPHUIMEeHTa Koppesuuu txy 0,0-0,3 onenuna-
JUCh Kak ciabasi XapaKTepUCTUKA TECHOTHI KoppensiuonHoi cesizu; 0,3-0,7 — yme-
penHas, 0,7-1,00 — BeIcOKas.

OneHky (PyHKIIMM BBIKUBAEMOCTH MAIIMEHTOB MPOBOMIN 0 MeToay Karmnana-
Meiiepa. ['paduk orieHKH QPYHKITMN BBDKMBAEMOCTHU MPEJCTABIIST COO0M YOBIBAIOIIYIO

CTYIICHYATYIO JIMHUIO, 3HAYCHUS (byHKI_II/II/I BBDKHMBACMOCTH MCXKAY TOYKaAMHU H3_6J'IIO,Z[C-
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HUW CUUTAIOTCA KOHCTaHTHbIMU. MeTton Karutana-Meliepa no3BOJIsUT BBIIOJIHATh aHA-
T3 LUEH3YPUPOBAHHBIX JAHHBIX, T.€. OLICHUBATH BBDKUBAEMOCTH C YYETOM TOTO, YTO
MalMEeHThl MOTYT BBIOBIBATH B XOJ€ DKCIEPUMEHTA WM UMETh pa3HbIe CPOKU HAOJIIO-
nenusi. Kpusaa Kannana-Meliepa oTpaxana J0JI0 MAaUEHTOB, Y KOTOPBIX JE€TAIbHBIN
MCXOJ1 TPOU30LIEN WM HE MIPOU30LIEN K ONPENCIICHHOMY MOMEHTY BpemMeHU. Kaxmoe
coObITHE 0003HaYaIN maroMm (CTYMEHbKON BHU3) MPYU U3MEHEHUH 3HAYeHUs (yHKIIUA
NOXKUTUS (MoJiM BbDKUBIIMX). LleH3ypupoBaHHbIe ciyyan o0O3Hauanu Ha Tpaduxe
KPHUBOU BBKMBAEMOCTH BEPTUKAIBHBIM IITPUXOM.

Kputnuecknii ypoBeHb 3HauuMOoCTH pUHAT p<0,05.
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['JTIABA 3. KIIMHUKO-ITATOI'EHETUYECKHME OCOBEHHOCTHU U
JNHAMUKA ®YHKIIMOHAJIBHOI'O COCTOSAHUMSA ITPU PA3JIMYHBIX
OOPMAX BOKOBOI'O AMUOTPO®UYECKOI'O CKJIEPO3A,
HEBJIAT'OITPUATHBIE ITPOTHOCTUYECKUE ®AKTOPDI

3.1. OcobeHHOCTH KIIMHUYECKOW KapTHUHBI B Havaje 3a001eBaHus IPU

paznuyHbIX hopMax OOKOBOTO aMUOTPOPUYECKOTO CKIIEpO3a

Bepudukanusa dbopmbl 3aboneBaHusi HauboJiee BakHa B Havayie 3a00JI€BaHUS
JUIS IPOTHO3UPOBAHUS JAIBHENIIEr0 paclpOCTPaHEHUs] NMATOJIOTMYECKOro Ipolecca
10 11IepeOPOCIIMHATIBHOM OCH.

[leitno-rpyanas ¢opma BAC, BepuduuupoBanHas y 36,4% (59 manueHTOB)
XapaKTepU30BaIach NMEPBUYHBIM BOBJICUEHHWEM MBIIII, UHHEPBUPYEMbIX HEHpOHaAMU
HIeHHOro OTJena cnuHHOTrO Mo3ra. B 96,6% ciydae HII'® (57 mamueHToB) 1e0I0T
3a00sieBaHUsl B OOJIBIIIMHCTBE CIy4YaeB XapaKTEPU30BAJICS MOSBICHUEM OJTHOCTOPOH-
Hel c1ab0CTH MBI KUCTH, Pa3BUTUEM THUNOTPO(GUN MBIIIL BO3BBIIIECHUS OOJIBIIOTO
najnbla. J|ByCTOpOHHSIS, HO aCHMMETpPHUYHAs c1a00CTh B Havyasie 3a00J1€BaHus OTMEYa-
Jach 3HAYUTEIBHO peke — B 3,4% ciydaeB (y 2 OOJIBHBIX ).

VY 47 6onpHBIX B Hauyaje 3a00J€BaHUsl MOPAXKAIUCh MBI, HHHEPBUPYEMbIE
HEHPOHAMH TOSICHUYHOTO YTOJIIIEHUS CIHMHHOTO Mo3ra. B OOJbIIMHCTBE ciydyaeB
(87,2% - y 41 nmammenra) [IK® neGrotrpoBana ¢ pa3BUTHS OJHOCTOPOHHEH CI1ab0CTH
B TBUIBHBIX CTHOATeNIX CTOIbBI U najbieB. 12,8% nanuenTos ¢ IIKD (6 yenoBek) oT-
MeYaJli MPAKTUYECKH OJHOBPEMEHHOE MOSBJICHUE CIA00CTH B 00EMX HOTAaX B HaJalie
3a00JIeBaHMsl, HO C OTUETIMBOM acuMMeTpueil. B nanpHeleM mo mepe mporpeccupo-
BaHUs 3a00JICBaHUSI U HAPACTAHUS CHACTHKO-aTPO(OUUECKUX Mape30B B KOHEUHOCTSIX
npeoOamana cirabocTh B IEPBUYHO BOBIICYEHHOM CTOPOHE.

VY 38 maieHToB pa3BUTHIO CIA00CTH B KOHEUHOCTSIX MPEAIIeCTBOBAIN (haciiu-
kyjsiuuu (u3 Hux 21 nanuenta ¢ IIT'® u 15 TIK®, 2 nanuenta ¢ [1I'®), uro cocraBu-

70 23,5% ot obuiero uncna 6oasHBIX. B 10,5% Bcex ciyvaeB (17 maiueHTOB) OTMe-
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Yajgu HaJIU4he KpaMIld B HOTraxX, KOTOPBIE MPEAIIESCTBOBAIM PA3BUTHUIO MBIIICYHOM
cinaboctu. HeoObsacHUMYIO OTEpIO Beca 3a 6 MECSIIEB 10 MOSBICHHS MBIIIEYHOM Ciia-
o6octu otMevann 2 manuenta ¢ HII'® (1,2%). Ilpu onpoce 3TH manueHTsl OTpULAIN
HapylIeHUE TJIOTaHUS WJIM U3MEHEHUS MTUIIEBOTO TTOBEJCHUS.

Takum o6pazom, 1t nanueHToB ¢ LIT'® u [TKD navano 3ab6osieBaHus XapaKTe-
PHU30BaJIOCh ACUMMETPUYHOCTBIO MIPOIIECCa, YTO COIJIACYETCS C JIMTEPATYPHBIMU JIaH-
HeIMU (3aBaymimH W.A., 2009).

[TepBbiMu cumnromamu npu b® sBnsnces Hapymenue peun (75% ciaydaes - 33
nanuenTa) u aucdarus (25% ciyuaen - 11 yenoBek). Peub B Hauasie 3a001€BaHUs ya-
Ie CTAaHOBHWJIACh 3aMEJJICHHOW C THYCaBbIM OTTEHKOM (65,9% - 29 yenoBek) uHOTAA
U3MEHSJIUCh TPOMKOCTh M TEMOp rojioca, U pedb CTAHOBHWJIACH OOJiee TUXOM, MOSIBIS-
jack ocuiocTh (9% ciydaeB - 4 yenoseka). Jucdarus B nedrore 3a001eBaHus MPO-
SBJISIIACH 3aTPYAHEHUSMHU TP MPOTJIATHIBAHUU KUAKON NUIM u (popmupoBanHuu 00-
Jroca B MOJoCTH pra. [Ipu akTUBHOM paccrpoce BBISBISUIM KaJIoObl HA HEOOXOU-
MOCTh OTKAIIJISATHCS MOCIE TJIOTKA, U3MEHEHHE OTTEHKa roJioca MU €ro BPEMEHHAas
MOTEPs MOCJE TJIOTKA (T0J0C «OyIbKAIOUIUA», XPUIIOTA), MPEPHIBUCTOE JIbIXaHUE T10-
CJie TJI0TaHUsl, YBEJIMYCHUE MPOJOJDKUTEIBHOCTH Tpares3bl. Hebombias 4acTh maiu-
eHToB ¢ b® (6,8% - 3 G0JIbHBIX) OTpHIIAJIa TPYTHOCTH MPHU €/Ie¢ B Hadase 3a00IeBaHus,
OJIHAKO OTMEYalia MOSIBJICHUE U30BITKA CJIFOHBI B MOJIOCTH PTa, YTO TPAKTOBAJIU Kak
pe3yNbTaT HApYyIICHUs pe(PISKTOPHOTO MPOTIIOTHIBAHUS CITFOHBI.

[I'® (3,1% - 5 manuMeHToB) XapaKTepU30Balach OJHOBPEMEHHBIM Pa3BUTHEM
CUMIITOMOB MOpPaXX€HUs JBYX U Oosiee ypoBHEHN LepeOpOCTMHANIBHONW OCH B HavyaJje 3a-
OoneBanus. B BUay penkoil BCTpeuaeMOCTH, TSKECTH TCUCHHUS U HU3KON BBIKHMBAEMO-
CTH ATOM KaTeropuu MNalMeHTOB MPUBOIUM OMKUCAaHKE HAOI0IaeMBbIX CITy4aeB.

I cnyyaii. ¥ nmauuenta B Bo3pacTte 57 JET MOSBWICS aCUMMETPUYHbBIA HIKHUI
napanapes, 0oJjiee BEIpaKEHHBIN ClIeBa, 3aT€M B TEUCHHUE MOCIICIYIOIIETO MeCsIa pas-
BUJICSI YMEpPEHHBIN TeTpamnapes. Uepes 4 mecsiia oT Havasia 3a001eBaHus MAlMeHT UC-
nosib3oBat HUBJI B cBsi3u ¢ JIH, B TeueHne mociaeayronero Mecsia moTepsiji Crnocoo-

HOCTbh K CaMOOOCITyKUBAHUIO, TTOSIBUIIUCH MPU3HAKKU aucharuu u auzaptpuu. Yepes 6
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MecCSIEB OT Havaja 3a00JIeBaHUs JKEHa MallMeHTa OOHapyXKuia ero 0e3 CO3HaHUus H,
HECMOTpPS Ha paHEe BbICKA3aHHbBIM KaTErOPUUECKUN OTKAa3 OT pEaHUMALIMOHHBIX MEpO-
npusATUd 1 ucnoib3oBanus MBJI, Be3Bana Opuraay CKOpoil MEIUIMHCKOW MOMOUIH.
[Taruent O6b11 moctaBneH B OPUT, rae Bckope emy Oblia HaJloKeHa TpaxeoctoMa. B
TeyeHue 3 MecsleB OOJIbHOM HaXOJWJICS B TSKEIOM COCTOSIHUM W BIOCIEACTBUU
CKOHYAJICS Ha (POHE BTOPHUUHBIX OCIOKHEHUH.

2 ciyvail. Y manueHTKu 59 JEeT B TEUEHHE MECALA Pa3BUIICS JIEBOCTOPOHHHIA
BSUTbIN HUOKHUM MOHoIMapes, nucdarus, nu3aptpusi. B Tedenne 6 MecsiieB mocTeneHHo
chopMHpOBaJIC CMEIIAHHBIA TeTpamape3, 0oJjiee BBIPAKEHHBIN CleBa, IMOSBHIINCH
npusHaku nucaruu. Yepe3 11 mecsieB oT Hayana 3a00JjieBaHUS TMAlMEHTKE ObLIa
HaJI0KEHa racTpocToMa, a yepe3 13 Mecdues nosiBuirch npusHaku /IH u notpedHOCTD
B HUBJI. bonbHas ymepna uepe3 15 MecsiieB otr Hayana 3abojeBanus Ha GOHE Mpo-
rpeccupytomen JJH.

3 ciyyad. Y manveHTKu 54 JeT pa3BUIICA JEBOCTOPOHHUN HUKHUN MOHOIApE3,
3aTeM napanapes3. B TedeHue mecsna COCTOSHHE OCIIOKHWIOCH ITU3apTPUEH U JIEBO-
CTOPOHHUM BEPXHUM MOHOIape3oM. Yepes 4 Mecsiia NOSBUIMCH NPU3HAKU TUC]aruu.
[TanmnenTka cornacwiack Ha nposeneHne UDI tompko yepes 18 mecsieB oT Haydana
3a00JieBaHus, KOT/Ia MOSBHJIOCH YYBCTBO TOJIOJIa U TOTEPs Beca yxe Jocturia 15 kr
(27,3% ot nepBoHavalibHOWM Macchl Tena). Yepes 4 mecsdila mocie racTpoCTOMUM Tia-
IIMEHTKA CKOHYaack Ha ¢oHe nmporpeccupyromieit JJH.

4 cnyyail. Y naunuenrta 65 JeT NpoU30ILII0 OJJHOBPEMEHHOE Pa3BUTHE CMENIaH-
HOTO aCHMMETPUYHOIr0 TeTpanapesa, 0ojiee BbIpakKeHHOro cieBa. Yepes 7 MecsleB OT
Hayaysa OOJIE3HM DPAa3BUTUIIACH TETpaIUIeTrusi, NceBnoOyIpOapHbIii cuHapoM. CMepTh
HacTymnuia yepe3 12 mecsieB oT Hayasaa NepBbIX CUMIITOMOB 3a00seBanus B OPUT Ha
dboHEe acIMpaIMOHHON THEBMOHUH.

5 cnyuaid. Y 60JbHOTO B Bo3pacte 62 JieT OJHOBPEMEHHO Pa3BWIMCH MPOTPEC-
CUPYIOLIME Nape3bl JUCTAJIBHBIX OTIEIOB JIEBOM PYKH M MPABOM HOTH, a TAKKE ICEB-

no0ynp0apHbIil cuaapoM. Ci1aboCTh MBI TYJIOBHINA U OyiIhOapHbIE paccTpONCTBA
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MPUCOCTUHUINCH Yepe3 4 Mecsma. JletanpHbIi ncxoa mpou3sorien Ha Gpone octpoit JIH
yepe3 9 MecdleB OT Havana 3a00JIeBaHHUS.

Takum oOpazom, III'® xapakrepuzoBanach HEOJAronpusATHBIM TedeHueM O00-
JIE3HU W PA3BUTHEM JIETAIIBHOTO MCXOJa B CpOKe OT 5 10 20 MecseB OT Hayala Iep-
BbIX CUMIITOMOB. Bce manueHTbl K MOMEHTY OKOHYaHUS UCCIIEJOBAHMS YMEPJIIH.

Bricokas popma BAC 6bina BepuduimpoBana y 1 naruenTta, KOTOpbIil 3a0oen
B 44 roja, oTMeyast mosiBJieHUe TUC()OHUM, 3aTEM ITU3APTPUN B BUJIE 3aMEJUICHUS PEUn
IpU MPOU3HOIIECHUH JUIMHHBIX CJIOB. Yepes3 rojl nosiBUjach yrpara JOBKOCTH M CKO-
BaHHOCTbh B IPaBOM pyke, Oosiee BbIpakeHHbIE 10 yTpaM. Yepes 1,5 roma ot Havaia
3a00JIeBaHUsl IPUCOEANHUIIACH YTOMIIIEMOCTh, SMOIIMOHAIbHAS JAOMIBHOCTb, SIIU30-
JIbl HEKOHTPOJIMPYEMOTO Ijlada, MPOrpecCUpoBaliv HapyleHus peur. B 3Tot nepuon
001bHOMY OBLIT ITOCTaBJIEH AUarHo3 Oosne3Hu [lapkuHCcoHa, 1Mo MOBOY Yero, OH MOJy-
YaJl mpenaparsl JEBOAONbI 0€3 MOoJI0KUTENbHOTO 3 dexTa. Yepes 2,5 rojga ot Havana
3a00J1eBaHUs TOSIBUIKMCH MEPBbIE MPU3HAKU AUC(HAruy B BUJE 3aTPYIHEHHUN MIPU MPO-
IJIATBIBAHNN XKAJAKOW nuinel. [1o JaHHBIM MEIUIMHCKON TOKYMEHTAlUu B HEBPOJIO-
TUYECKOM CTaTyCe IMPEBAIMPOBAIN Npu3Haku nopaxenus LIMH: BbicOkne CyXOXKnIIb-
Hble pe(IIeKChl ¢ aKIIEHTOM CIIpaBa, HAJUYHME MATOJOTMYECKUX KHUCTEBBIX M CTOIHBIX
pednekcos (Pocconumo, Benneposuua, babunckoro), pediekcoB opajbHOro aBToMa-
TU3Ma, MOBBIIICHHBIA MBIIIEYHBIA TOHYC B MPaBbIX KOHEUHOCTSIX, MAPE3bl MPABON KU-
CTH M IIpaBoi ctonbl 10 4 6amioB. Ha ocHOBaHMU JaHHBIX HEBPOJIOTHYECKOI'O OCMOT-
pa ObLT mocTaBiieH Auaruo3 Beicokoi Gopmbl BAC. Uepes 4 roga ot Havana 3abose-
BaHMs MOSBUJIACH CIa00CTh U CKOBAaHHOCTH B JieBoi pyke. ITo nanueim OHMI' BbisiB-
JsUIA HerpyOble TNMPU3HAKU XPOHUYECKOM JEHEpBAallMM HA MOSICHUYHO-KPECTLIOBOM
YpOBHE ¢ BOBJI€UeHUEM OyipOapHOM MycKyaTypbl. B Teuenue 5 roga teueHus 00se3-
HU COXpaHAJIaCh YMEpPEHHasl IU3apTpus, jJerkas aucharusi ¢ BBICOKUMHU TIIOTOYHBIMU
peduekcamu. PacUKyIAIUA MBI U GUOPUIUISIIMY A3bIKa OTCyTCTBOBaiu. Ha Mo-
MEHT OKOHYAHMSI UCCIIEIOBAHUS JUIUTEIbHOCTh 3a00JIEBaHUs COCTABIIsIA 6 JIET.

BaxHbpIM 3TanoM AMAarHOCTHUKH SIBUJIOCH MpOBeAeHHE AU PEepeHInanbHOro a1-

arHo3a ¢ JIpyruMu 3a0ojeBaHusIMU. J[MarHo3 MporpeccCUpyrolliell MbIIIEYHON aTpo-
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¢duu, O6b11 MocTaBieH B 3,7% ciydaeB OT OOIIETO KOJWYECTBA MAIMEHTOB B MCCIICIIO-
BaHMU (6 MAIMEHTOB, U3 HUX 3 MYXKYMHBI U 3 keHIIMHbI). Havano 3a0oneBanus mpu-
UI0Ch Ha BO3pacT oT 33 10 66 ner.

Jle6roT 3a0omeBanms y 4 manueHToB — 66,7% c [IMA compoBoskmascst osiBie-
HUEM aCUMMETPUYHOM CIa0OCTH B PyKax C Pa3BUTHEM BEPXHETO Mepudepuyeckoro
JTUCTATBHOTO TMaparapesa ¢ MOCTETICHHBIM MPUCOSANHEHUEM CJIA00CTH B HIKHUX KO-
HeyHocTsX. Y 2 manueHToB (33,3%) B Hauase 3a00JieBaHMsI MOSBUIIACH CJIA00OCTh B HO-
rax ¢ (opMupoBaHreM riIyOOKOro HMXKHEro rnapamnape3a B TeueHue 1 roma. Menjen-
HBII TEMII MPOTPEeCCUPOBAHUS 3a00JIEBaHUS HAOIIOAIU Y S5 MAIlMEHTOB C BbIXKMBaE-
MOCTBIO OoJiee 4x jeT, y 1 manueHTKu — ObICTPBIN TEMIT MPOTpeccupoBaHus 3a00seBa-
HUS C JNIMTEJIHOCTHIO BhIXKMBaHUs 24 mecsiia Ha ¢oHe nporpeccupytromieit IH. [Tape-
3b1 10 1-2 0ayuIoB B pyKax y OJHOTO U3 MAIlMEHTOB MOCTENEHHO HapacTalld B TEUECHUE
3 neT, y Apyroro maiueHTa BepXHUM nepudepruueckuil mapamnapes3 aHaJIOTUYHON cTe-
MIEHU BBIPAKEHHOCTH pa3BUJICA uepe3 12 mecsieB oT Havana 3a0osieBaHus. B HEBpo-
JIOTUYECKOM CTaTyCce Yy BCEX MallMeHTOB HE HAOI0JaIN OXKHUBJICHHUS TIIyOOKHUX pe-
(braexcoB ¢ KoHEUHOCTEH. ['eHepann3oBaHHbIe (PACHUKYISIUU OTMEUYAIUCh Y BCEX Ma-
MEeHTOB. [Ipu3Haku MopakeHus LIEHTPAIILHOTO MOTOHEHPOHA OTCYTCTBOBAJIA HA IMPO-
TSOKEHUW BCETO Mepro/ia HaOIIOIeHUs, U U y 2 O0JbHBIX OHU MOSIBUIIUCH Ha MO3/I-
HUX Cpokax 3a0oJieBaHus (dyepe3 4-5 jeT) B BUJE NCEBIO0YJIHOAPHOIO CUHAPOMA.
CnabocTh ABIXaTENHHOW MYCKYJIATyphl IPUCOSTUHUIACH HA PA3HBIX CPOKAX PA3BUTHUS
00JIe3HU - y IBOMX MAIMEHTOB 4epe3 1,5 u 2 roga oT Havyayia 3a00JIeBaHMs, y TBOUX —
yepes 4 u 6 net. Y oaHoro nanuenta JIH He HaGmroqam1 gaxke cnycts S Jier.

[Tpu paznuunbix Gpopmax BAC nuarHo3 ObUT YCTaHOBJIEH HA pa3HBIX CPOKaX 3a-
ooneBanud. Y nanueHTtoB ¢ [II'® u b® menuana nepuona BepupuKanuu OT Hayaia
MEPBBIX CUMIITOMOB COCTaBUJIa 8 MECSIIEB, B TO BpeMs Kak 3TOT nepuoa npu [HI'd —
12, TIK® — 13, TIMA - 13,5 (Tabmuia 2), a €eITMHCTBEHHOMY MAIlUEHTY C BBICOKOU

dbopmoit BAC nuarnos Obu1 moctasieH yepe3 33,6 mecdila oT Havajia 00JIe3HHU.
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Tabmuua 2 — [lepuoa Mexay NEpBBIMU CUMIITOMaMHU U J1aTOM TMAarHOCTHKY 3a-

OoneBanusd npu pasubix popmax BAC

ITeproa MexK Ty IEPBBIMH CUMIITOMAMH U JJATOM
®opma BAC JMArHOCTHKH 3360Hif§f;{1§151npﬂ passbix Gopmax BAC,

Mennana Q1 Q3

Ire 12,0 8.0 10.5
KD 13,0 8.5 220
b 8,0 5,0 12,5
[II'd 8,0 4,0 12.0
I[IMA 13,5 10,0 19,0

[Ipu mepBoii rocnuTanu3aiu ¢ 1enbio odciaeaoBanus auarno3 bAC He Obu1
Bepuduiuponan y 14,2% (23 mamuenToB). [Io 1aHHBIM BBIMUCHBIX SMMKPHU30B U3 CTa-
[MOHAPOB ObLI YTOUHEH NEpeYeHb OLIMOOYHBIX JIMATHO30B, BHICTABJICHHBIX HAIIMM
naiyeHTaM B Haudasie 3a0oseBanus. MoTopHas MyiabTH(GOKaIbHAS HEBPOMATUS TPE/I-
noJjiarajiach y 2 maljde€HTOB C MEJIJICHHO MPOTPECCUPYIOIINM TEUYEHUEM U JTUTEIbHBIM
W30JUPOBAHHBIM MOpakeHueM kucteil pyk (1,2%). Jluarnos cnuHaIbHON MBIIIEYHOM
atpodun 61 mocTaieH 2 manuentam ¢ [IK® u [IMA (1,2%). CnoHaunoreHHyo
MHEJNONATUIO AUarHocTupoBanu y 12 mamuenTtos: 2 — ¢ [IMA, 8 — ¢ LIT'®, 2 — ¢ [IKD
(7,4%), w3 HUX 4 ManMeHTa MPOXOIUIIM ONCPATHBHOE JICUCHHUE Y HEHPOXHUPYpra Io
YAQICHUIO TPBIKKU MEXKIO3BOHKOBOI'O JUCKA B IIEHHOM OTJieNie MO3BOHOYHUKA C OT-
CYTBHEM MOJIOKUTENbHOTO 3Pdekra. Tpoum nanmentam ¢ b® npu nepBom obpaiie-
HUU B MHOTONPOQUIBHBIA CTAlMOHAP ONTMOOYHO JMArHOCTHUPOBAIM OCTPOE Hapyllle-
HUE MO3TOBOTO KPOBOOOpAIlEHUs, YeTBEpbIM marmeHtam (2,5%) mmarHoctupoBaiu
1epeOpoBaACKYISIPHYIO 00JI€3Hb ¢ OYITHLOAPHBIM CHUHIPOMOM.

Tpyanoctu nuddepeHmanbHON TUaTHOCTHKHU, KaK MPABUIIO, OBUTH CBS3aHBI C
HaJMYueM TOPaKCHHUS Ha OJHOM YpPOBHE 1epeOpOCHMHAIBLHON OCHU U OTCYTCTBHUEM

JJIUTCIBbHOI'O aHAMHE3a 3a00J1€BaHMs HA MOMEHT O6paIHeHI/I$I B CTallTKMOHAp.
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[Ipu IIMA eAuHCTBEHHBIM KIMHUYECKUM CHUHIPOMOM OBUT aCUMMETPUYHBIN
BEPXHUI/HUKHUN Tniepudepruueckuii MoHo/mapamnape3 0e3 KIMHUYECKUX MPHU3HAKOB
NOPaKEHUS LEHTPAIBHOTO MOTOHEMPOHA, UTO 3HAYUTENBHO OCJIOKHSIIO TUArHOCTHUKY.

Kak mokasano wuccienoBaHue, manueHTaMm ¢ 0Oojiee arpecCUBHBIMH (hopMaMu
BAC (b® u III'®), nporekaromumMu ¢ ObICTPON reHepalv3alen mpoiecca, JUar{os
OB TMOCTaBlieH B OoJiee paHHUE CTPOKU. B cilydasx ¢ MEAJICHHOW TeHepaam3anuen
natosiornueckoro nporuecca (ITIK®D, IIMA) o cpaBuenuto ¢ apyrumu Gpopmamu BAC,

BepuduKaIus JuarHosa Obuia OTCpoYeHa.

3.2. Bo3pacthbie u renaepubie ocooenHoctu BAC

Menuana Bo3pacta Hauasa 3a00J1€BaHuUs Y UCCIEyEeMbIX MAllMEHTOB COCTaBUIIA
59,0 net (Q1=51,3, Q3=66,0). Y OonpmIMHCTBA NAI[IEHTOB IIEPBbIE CUMIITOMBI 3a00.Ie-
BaHUS MOSIBUIKCH B cpefHeM (64 nanuenta - 39,5%) u noxxusiom Bo3pacte (62 namu-
eHta - 38,3%). Pexxe nebror 3aboseBaHuss mpuXoAWiics Ha Mojonoi (19 denmomek -
11,7%) u crapueckuii Bo3pact (17 6ombHbIX - 10,5 %).

Haunbonee pannuii Bo3pacT Hauasna 3a00JI€BaHMs B UCCIEyEMONU BBIOOPKE ObLI
yctanoBJieH nipu [IMA — 49,0 ner (Q:=41,0, Q3=61,0), Hanbomnee mo3aquuii AeOOT 3a-
6oneBanus npuxoamwics Ha b® — 62,5 roxa (Q1=53,0, Q3=75,0). IIII'® u I[TKD nedro-
THpoBaiin B Bo3pacte 55,5 (Q1=47,0, Q3=64,0) u 55,0 net (Q1=52,0, Q3=66,0), I[I['d —
58,0 et (Q1=55,5, Q3=62,0), nonpoOHee B TabauIie 3.

Tabnuua 3 — Bo3pact nauana 3ab6oneBanus npu pa3ubix Gopmax BAC

dopma BAC MeHHaHljospaCT Hayasia Q3:2L160JIeBaHI/I;I, JIET 5
[IK® 55,0 52,0 66,0
b® 62,5 53,0 75,0
[ro 58,0 55,5 62,0
IIMA 49,0 41,0 61,0
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[Ipu ananu3e Bo3pacTa MaueHTOB Mnpu pa3nnuHbeix popmax BAC yctanosneHo,
yto II'® yame BcTpeuaercs B moxuiaom Bozpacte (40,3% - 25 narmenTon), [IKO — B
cpeaneM Bo3zpacte (35,9% - 23 nanuenra), [IMA daiie BcTpeyaeTcs B MOJIOJIOM BO3-
pacte (15,8% - 3 manmenTa). B Bo3pacTHO# rpyrie cTapiie 75 geT HaOIroaai 3HAYH-
TeJabHOE yBenudeHue 4actotel b B 76,5% ciydaes (13 mamueHToB).

[Tokazanbl ctatucThdecku 3HauuMble pasznuums (p<0,001) mexny dbopmamu

BAC u Bo3pacTom Hauana 3a0oseBaHus, Oojee nojiHasg uHpopMalus npeacTaBieHa Ha

PUCYHKE 2.
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Pucynox 2 — Bo3pactabie xapakrepuctuku paznuuasix hopm BAC (p<0,001)

B rpynmne mccnenoBaHHBIX MAMEHTOB TEHIASPHOE pacIpeicsieHne ObLIO0 Tpe/-
cTaBJieHO paBHOMEpHO - 50,0% >xenmuH (81 venosek) u 50,0% my>xunH (814enoBek).

Bo3spact navana 3a0osieBaHusl Y MY>KYUH M KEHIIUH CTATHCTUYECKH 3HAYMMO
otnmuyaics (p=0,008): 55,0 et (Q1=50,0, Q3=63,0) y myxunn u 62,0 roma (Q1=53,0,
Q3=69,0) y xeHIIMH. AHaIN3 BO3PACTHBIX XapaKTEPUCTUK B Pa3HBIX IMOJIOBBIX T'PYII-
nax MaireHTOB MoKa3ajl, YTo J0JIsI MY>KUMH C HadajioM 3a0oJieBaHus 10 44 neT cocra-
Bwia 9,9% (8 marmenTtoB), ot 45 g0 59 — 50,6% (41 nmamuent), ot 60 g0 74 net —
34,6% (28 maruentoB), 75 net u crapiie — 4,9% (4 naruenTa). Cpenn KeHIIUH Ae0I0T
3aboneBanusi B Bo3pacte 0 44 net coctaBua 13,6% (11 yenosek), ot 45 mo 59 —

28,4% (23 mammenTa), ot 60 mo 74 nmetr — 42,0% (34 namuenTta), 75 JeT U crapuie —



51

16,0% (13 manumenToB). Mtak, y My>KuuH mepBble CHMITOMBI 3a00JI€BaHUS Yallle pa3-
BHBAJIUCh B CPEIHEM BO3PACTE, a y KEHIIMH B MOKKUI0ro Bozpacte (p=0,012).

[Ipu ananuze reHaepHBIX 0cOOeHHOCTEH Npu pasHbIX popmax BAC ObLI0 BBIsSB-
JeHo, uTo cpean narueHToB ¢ [III'® npeobanaroniee OOIBITMHCTBO COCTABIIIA MYK-
yuHbI - 66,1% (39 nanuenTon), a npu [IK® u bO® — xxenmunst - 63,8% (30 yenosek) u
56,8% (25 genosek) coorBercTBeHHO (p=0,030). Pactipenenenne ¢popm BAC B 3aBu-

CUMOCTH OT I10JIa IMMPCACTABJICHO Ha PUCYHKC 3.

45
40 39
35 30 I
30 25 [TK®D
25
19 20 L B
20 17
m[II'd
15
IIMA
10 B
4
5 3.3 5
0 N —
My>KUuHBI KeHmuHbl

Pucynok 3 — Pacnipegenenne popm BAC B cootrBercTBue ¢ noaom (p=0,030)

Takum oOpa3oM, HaMH MMOKa3aHO, YTO BO3PACT Haudaja 3a00JICBaHUS y MYKUHUH
CTATUCTUYECKH 3HAYMMO MeHbIe, 4eM y keHimmH (p=0,008). Cpenu ocobeHHOCTEH
pacnpenenenus Gopm BAC ObUIO OTMEUEHO mMpeoliagaHue MYXKCKOro Ioja Mpu
IT'® u xenckoro nona cpeau namueHToB [IK® u b® (p=0,030). Cpenu nuiy moxu-

JIOTO BO3pacTa cTapiie 75 yet npeodnaaanu narueHtsl ¢ b® B 76,5% ciaydaes.

3.3. MOHCKynﬂpHO-FeHeTI/I‘-IeCKI/Ie HCCICAOBAaHUA U KIMHHUKO-TCHCTHYCCKUC

COIIOCTAaBJICHUA

Cemelinblil anHamHe3 ObLT oTAToLIEeH B 3% cinyyaeB (y 5 O0ibHBIX). Y 2 maiueH-
ToB ¢ IIII'® u 2 ¢ [IK® B cembe OBUIM POJCTBEHHUKH CO CXOJIHBIMH CHMITOMAMH

BAC (mporpeccupytomas motepsi Macchl Tena, mapessl, arpodun meim, JIH). W3-
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BECTHO, YTO OHH MPOKUBAIHM B OTJAJIECHUH OT KPYIHBIX TOPOJOB, U B CBA3H C OTCYT-
CTBHEM OOpalleHHs 3a CIEHUATU3UPOBAHHON MEUIIMHCKONW TTOMOIIBIO HU OJJTHOMY U3
HUX He ObL1 Bepuduuuponan nquarno3 BAC. YV marepu ogHoi namueHTKu ¢ bO Obut
YCTaHOBJIEH TMArHO3 JIOOHO-BUCOYHOU JIEMEHIINH.

Hns nuddepeHmaibsHol AMAarHOCTUKUA ¢ OyJb0O-CMHAIBLHON aMuoTpoduen
Kennenn 30 myxuynHaM ObLI NMPOBEJEH MOUCK SKCIAHCHUU B I'€HE AHJPOTE€HHBIX pe-
nentopoB AR, KoTopbie He ObUIM HAWJEHBI HA Yy OJHOIO M3 UCCIEAOBAHHBIX MallleH-
TOB.

HccnenoBanue Ha mouck Haubomnee yactor mytarmuu C90rf72, kotopast cBsizaH-
Ha ¢ puckoM pa3BuTus bBAC B eBponeickoi MonyJsiiuy, MIPOBOJNUIIN Y 82 MMALIMEHTOB.
Okcmancus B reHe CO0rf72 Obuia oOHapykeHa y aBouXx marueHToB (2,4%) ¢ He oTs-
TOIIIEHHBIM CEMEHHBIM aHaMHE30M: Y MykuuHbI ¢ [III'® u xenmuns ¢ bO, y oboux
osu10 BBIsIBIIEHO Ooiee 60 GGGGCC-moBTOPOB.

Oco0eHHOCTBIO TepBOro ciaydyas ObLUIO Hauyajao 3a00jeBaHus B 56 JIETHEM BO3-
pacTe ¢ pa3BUTHS CMEUIAHHOTO CIIACTUKO-aTPOPHUUECKOro MOHOIIape3a B JIEBOU PYKE B
COYETAHUU C CYCTaBHBIM 00JIeBbIM cuHApoMoM (10 7 G6amioB mo HOIII) Ha ctopone
napesa U rnceio0yap0apHbIM CUHIPOMOM. TedeHue 3a0051eBaHus XapaKTEpU30BaIOCh
CTPEMMTENIEHBIM TEMIIOM IIPOIPECCUPOBAaHUS B BUJIE PA3BUTHS YMEPEHHOI'O TETpaIla-
pe3a yepe3 9 MecsieB OT Hayana 3a00JeBaHMUs.

Bropas manmentka ¢ skcnancuerr B rene C90rf72 3abonena B 60 jgeTHeM BO3-
pacte, Korja MnosiBUWIOCh HapyllleHUue peuu B BUAe ahOHUU U TU3apTPUH, 3aTEM Yepes
5 MecsueB NPUCOETUHUINCH OylbOapHble CUMOTOMBI B BUae nucdaruu. [Ipu rocnu-
TaJU3allii B CTAIlMOHAp ObUIH BbIsIBIICHHI npu3Haku nopaxenus [IMH u [IMH na 3x
YPOBHSIX: TICEBAOOYILOAPHBINA, OyIbOApHBIA CHUHIPOM, CMEIIaHHBIA pPedICKTOPHBIN
TeTpanape3. Ha ocHOBaHMU KIMHUYECKON KapTHHBI 3a00JI€BaHUS U MPU3HAKOB I'eHE-
paM30BAaHHOTO JICHEBAIMOHHOTO mporiecca Ha DHMI 6bi1 mocraBnen nuarao3 bd
BAC. Temn nporpeccrpoBanus 3a00J€BaHUs 3a IEPUO]] HAOIIOAEHUS OIIECHUBAJICS KaK

MEUICHHBIN.
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[Touck myramuu B ree SOD1 npoBoaunu y 30 yenosek. B gannyio rpymmy
Bouwtn 11 maruenToB ¢ panHuM ae6rotoM BAC, B Bo3pacte 110 44 jeT, a Takxke 19 ye-
JIOBEK C HayaJioM 3a0oJeBaHus nociue 45 neT.

Myranus B rene SOD1, a umenno muccenc mytanus G94S B 4 3x30He ObL1a
BbIsiBJIeHAa Y ojiHOTO naruenTa ¢ [IK®. Knunnyeckas kapTtuHa B Havase 3a00JeBaHus
y 3TOro 60JbHOTO 54 JeTHero Bo3pacta Obula MpeCTaBlIeHa ACUMMETPHUYHBIM BSUTBIM
HIOKHUM Tapanape3oM. OCOOEHHOCThIO JaHHOTO HaOJI0IeHUs ObLIIO TO, YTO MAIIMEHT
uMeJ COnmyTcTBYoIee 3a0onieBanne - B23, 4A cragus B ¢aze pemuccuu Ha poHE BbI-
COKOAKTMBHOM  AHTHUPETPOBUPYCHOM  Tepanuu.  Pe3ynbraTel  MOJIEKYJISIPHO-
T€HETUYECKOr0 MCCIIEI0BaHus U HailieHHas MucceHc myTtauus G94S B 4 sk30HE reHe
SOD1 mo3Bomuna mpoectu muddepennuansueiii quario3 ¢ bAC-mogoO0HBIM CHH-
apomoM npu BUY-undekuun u ycraHoBUTH A0cTOBepHBIM guarHo3 bAC y BUU-
MHOUIIMPOBAHHOTO TAI[UEHTA.

I'en ATXNZ2 611 uccienoBan y 82 6onbpHBIX ¢ paznuuHbiMu popmamu BAC (o
24 nanuenta ¢ b®, IT'® u [IK®, y 1 nanuenta ¢ BO, y 6 — ¢ [IMA, y 4 — ¢ [II'D),
JUIIb JBOUX MAIMEHTOB ObLT OTATOIIEH CEMEWHBI aHaMHe3. B KOHTpOIbHBIX 00pa3-
nax (40 310poBbIX 100poBoIBIEB) Mpeadkcnancun CAG-OBTOPOB B TaHHOM T€HE HE
OBLIIO OOHAPYKEHO.

Myrtanuu B rene ATXN2 Obun o6HapysxeHsl y 8,5 % (7 manueHToB), U3 HUX Y
5 ®eHIMH U y 2 My>X4uH ¢ pasHbiMu popmamu BAC: y 1 nmanuentku Obuia Bepudu-
uupoBaHa [IKO, y4 —[II'® u 'y 2 — b®. Hu y 01HOr0 U3 MALIMEHTOB C MOTBEPK/ICH-
HBIMU MyTalUsIMU HE ObUT OTSATOIICH CEMEUHBI aHAMHE3.

Menuana Bo3pacta OOJIBHBIX HA MOMEHT Hauaja 3a00JieBaHUsS C BBISBICHHON
npeadkcnancueit B rene ATXN2 Oblia Bblillie, 4eM B TpyIiie 0e3 MpeadIKCIaHCUuu U CO-
craBmia 58,0 et (Q1=53, Q3=63,5), mpotus 55,0 net (Q1=49, Q3=62), 0HAKO CTATH-
CTUYECKH 3HAUYUMBIX OTIWYMN MeTonoM MaHHa-YUTHH HE OBbUIO ONpeneseHO
(p=0,065).

VY 3 6ompHBIX LIT'® 1 2 60npHBIX bD ¢ 7aHHBIM TUTIOM MYTaIMM ObLT MEIJICH-

HBIM TeMI nporpeccupoBanus 3a0oneBanus, a y 2 nauueHtos ¢ [IHI'® u [TKD — crpe-
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MutenbHbI. K MOMEHTY OKOHYaHUS UCCIEA0BAHUS IBOEC NAMEHTOB yMepiu. OiHa u3
nanueHTok ¢ b® ymepna depes 23 mecsia ot Hayana 6oje3uu, nanyent ¢ [I'd — ye-
pe3 30 mecsnes. [lanmenTka ¢ [TK® 6pima nepeBenena na UBJI gepes 3 roma ot Hava-
7a 3a001€BaHUS U K MOMEHTY OKOHYAHHS UCCenoBanms Haxoauinack Ha MIBJI B Teue-
HUE 3X JIET.

Takum ob6paszom, gacrota npemdkcnancud B reHe ATXNZ2 B maHHON BBIOOpKE
coctaBuiia 8,5 %. Y ocranpHbIX 75 manueHToB (91,5%), UcclieI0BaHHBIX Ha MPEIMET
naHHo mytanuu, konnuectBo CAG-moBTOpoB cocTtaBmiio 22-23, 4TO COOTBETCTBYET
JIOMTYCTUMBIM 3HAYEHUSIM BapUaHTa HOPMBI.

['pynna mamnueHToB ¢ BhigBIeHHONW MmyTtanueil B reHe ATXN2 xapakrepusona-
Jach KJIMHUYECKOW TFeTepOreHHOCThIO B BUAE pa3inyHbiX popm BAC u temnos mpo-
IPECCUPOBAHUsSI OT MEIJICHHOTO JI0 CTPEMUTEIHHOTO. BhIsiBiIeHa TeHIeHIus K Oosee
cTapiieMy Bo3pacTy JeOroTa 3a0o0JieBaHUs Y MAIMEHTOB C HAJIWYUMEM JaHHOTO THUIIA

mytanuu (p=0,065).

3.4. OueHka quHaMHUKU (PYHKIIMOHAIBHOTO COCTOSIHUS OOJIbHBIX

JlunamMuKy (pyHKIIMOHAJIBHOTO COCTOSTHUS OOJIBHBIX OLICHUBAJIH 10 CJICTYIOIINM
nokazarenaMm: mkaie ALS FRS-R, UMT, ¢ynkuun BHemHero npixanus (OKDJI), a
taxoke o mikaie Hillel.

Menuana BpeMeHU TepBUYHOTO obOpamieHus 162 mamuenToB B kabunet [IMII
cocraBmna 3 Mecsamna (Q:=0,0, Q3=13,0) mocne mmarnoctriku BAC u 18 mecsies

(Q:=11,0, Q3=30,0) ot Hayana mepBHIX CUMIITOMOB (TabuIa 4).
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Tabmuia 4 — AHAMHECTHYECKHE XapaKTePUCTUKH UCCIICOBAHHBIX TAIUEHTOB

AHaMHECTHUECKHE JaHHBIC

BpemeHHOM TPOMEKYTOK, MECSILIBI

Meuana Q1 Qs
[Tepuon MKy HAdaNIoM 3a00JIeBaHUsT U 11,0 7.0 18,8
nuarmoctukor BAC
Ilepuon mexnmy HavyaioM 3a00J€BaHUS U
natoit oopamenus B kabuaet [IMI1 180 110 300
[Tepuon mexny naroi nuarnoctuku bAC u 3.0 0.0 13,0

natoi ocMoTpa B kabunere [IMI1

HeCMOTpH Ha MCHBIIYIO JJIMTCIIbBHOCTD 3a00JIeBaHUs K MOMCHTY OCMOTpa, IIpHu

[MI'® onenka mo mkaiae ALS FRS-R cocraBuma 18,5 6ammos (Q;=13,5, Q3=28,0), uto

CTaTUCTUYECKU 3HAYUMO MEHbIIEe, 4yeM npu apyrux ¢opmax BAC. I1o yka3piBaeT Ha

0osee BbIpaKEHHBIM (YHKIMOHAIBHBIN AepuUUT y OonbHBIX [II'® Ha paHHUX cpokax

3a0osieBaHus 1o cpaBHeHUIO ¢ npyrumu popmamu BAC. (Tabmuna 5).

Haunbounbmiee 3nauenue no mkaine ALS FRS-R Obuto onpeneneno npu IIMA —

27,5 6ammoB (Q1=19,0, Q3=31,0), uTo CBUACTEILCTBYET O OOJice OJATONPHITHOM Te-

YEeHUH 3a00JICBaHMS

Tabnuma 5 — Ouenka no mkane ALS FRS-R na MomenT oOpariienust B kaOuHeT

[IMII y martmenToB ¢ paznuuabiMu popmamu BAC

®opma BAC Memaﬁ:eHKa 1o ancmc:g ?LS FRS-R, 6anan3
HIro 26,5 20,5 345
[TKD 25,0 21,0 32.0
b 27,0 220 34.0
[ro 18,5 13,5 28.0
IIMA 27,5 19,0 31,0

JlanpHEWIIUA CTaTUCTUYECKUNA aHalu3 JUHAMHUKUA (DYHKIIMOHAJIBLHOTO COCTOS-

Hus nposoawn Mexay [ITD, TIK® u bd. Jlpyrue dopmsl BAC B aHanu3 He BKITO-

YHaJI"u B CBsA3H C MaJIOYNCICHHOCTBIO BI)I60pI(I/I.
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Junamuka yHKImonanpHoro cocrogunsa no mkaiae ALS FRS-R

[Tpu BKITIOYCHUH B WCCIIEIOBAHUE M B MPOIECCe TUHAMHYECKOTO HAOIOICHUS
BCE HCCieIyeMble 00bHBIC ¢ pa3sHbIMU (hopmamu BAC He MMeNn CTaTUCTHYCCKH 3Ha-
gyuMbIX paznuuuit o mkajge ALS FRS-R (Tabmuma 6). [Tpu mepBom ocMoTpe MeauaHa
naxHoro mokasaress npu HII'® cocrasuna 38,5 6amnos (Q1=29,0, Q3=42,5) npu [TIKD
— 35 6ammoB (Q:=30,0, Qs=41,0) u npu b® 37 6amios (Q:=34,0, Q3=43,0) (p=0,442).
B munamuke yepes 6 mecsues — 28 (Q:=22,0, Q3=36,0), 25,5 (Q;=21,0, Q3=32,0) u 29
oamnoB (Q1=25,0, Q3=36,0) coorBerctBenHo (p=0,316).

Tabnuua 6 — lunamuka QyHKIIMOHAIBHOTO cocTosiHUS 001pHBIX BAC 110

mkane ALS FRS-R

Ornenka no mkane ALS FRS-R, 6amisr
®opma BAC Ha MOXCGSITCZEJ;?{?:HH B B INHAMUKE uepe3 6 MecsIleB
Menuana Q1 Q3 Menuana Q1 Q3
Tro 38,5 29,0 42,5 28,0 22,0 36,0
[IK®D 35,0 30,0 41,0 25,5 21,0 32,0
b® 37,0 34,0 43,0 29,0 25,0 36,0

[TonyueHHbIe TAaHHBIM MOXHO OOBSICHUTH TEM, YTO MAIMEHTHI, UMEIOLIHE PYHK-
[MMOHAIBHBINA JEe(UIIUT HAa Pa3HBIX YPOBHSX MO LEPEOPOCTUHATBHON OCH, U COOTBET-
CTBEHHO pa3finyHble (PEHOTUNMUYECKUE OCOOCHHOCTH, MOTYT UMETh CHUKEHUE OIICHKU
B pa3ubix noamkaitax ALS FRS-R, npu 3ToMm B cymme oO1muii 0asni BapbUpyeT He3HA-

YHUTCJIBHO.

Monswntopunr UMT

B mpouecce nmporpeccupoBanusi 3a00JieBaHUSl y MAlMEHTOB MPOBOJWICS KOH-
TPOJIL Macchl Tena, nogpoduee B Tabmuue 7. Ipu T UMT cocrasun 24,6 kr/m?
(Q1=22,4, Q3=26,7), npu ITIK®D — 24,7 kr/m? (Q1=21,9, Q3=26,7), npu bD — 21,9 xr/m?
(Q1=20,4, Q3=23,8), 1 Ha ATOM dTale CTATUCTUUECKU 3HAYMMO HE OTIIMYAJICS MPH pa3-

anunbix popmax BAC (p=0,019). B nunamuke yepe3 6 mecsieB y nmanueHtoB ¢ LT
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UMT crusunca po 23,3 kr/m? (Q:=20,9, Q3=25,3), y mauumentos ¢ [IK® — no 23,6
kr/m? (Q1=21,0, Q3=26,2) u ¢ b — 110 19,6 kr/m? (Q:=18,8, Q3=22,9).

Tabnuma 7 — luHamMuka WHIEKCa MacChl Tena OOJMBHBIX MPU Pa3HBIX popmax

BAC
UMT, xr/m2
Ha MOMEHT BKJIIOUCHHS B B JIMHAMHMKE uepe3 6 MecCsIEeB
Popma BAC uccienosanue (p=0,019) (p=0,006)
Menunana Q1 Q3 Mennana Q1 Q3
HIre 24,6 22,4 26,7 23,3 20,9 25,3
[IKD 24,7 21,9 26,7 23,6 21,0 26,2
b®d 21,9 20,4 23,8 19,6 18,8 22,9

JlaHHbIE KCCIeI0BaHUS [TOKA3alH, YTO y MAMEHTOB ¢ pa3HbiMU popmamu BAC
HNMT B npouecce mporpeccupoBaHusl 3a00JI€BaHUS CTATUCTUYECKU 3HAUMMO OTJIHYal-

cs (p=0,006) u Hanboee OBICTPO CHUXKAJICA y ManueHToB ¢ b.

MOHI/ITODI/IHF d)VHKI_[I/II/I BHCIITHCTO AbIXaHUWS

B pesynbrare nopaxxeHuss MOTOHEUPOHOB, MHHEPBUPYIOIIUX JIBIXaTEIbHYIO MY-
cKynarypy, y 60apHbIX BAC nocreneHHo NOsIBASIOTCA MPU3HAKU MPOTrPECCUPYIOLLIEH
JIH.

VYuutsiBas 10, 4yTo JIH pa3BuBaeTcs Ha pa3HBIX CpOKax TEUEHUS 3a00JIEBaHUS U
ABJIAETCS YacToU NpuunuHOi cMepTH npu BAC, MOHUTOPUHT PYHKIIMU BIXaHUS PETY-
JISIPHO TIPOBOAVIIM JJISI OTIPE/ICJICHHS] JaldbHENIIeH TAKTUKU BeAeHUs manueHToB. Cru-
POMETPHUIO BBITOJIHSIIA JJIsl BBISIBIICHUSI PUCKA PA3BUTHUS JIBIXaTEJIBHBIX PACCTPOMCTB,
4TO 0COOCHHO BaXXHO TEpe]] INIAHUPYEeMO racTpocToMueli. B maHHOM Hcclie10BaHUN
nokasaHa quHamMuka n3MeHenus JKEJI B Teuenue 6 mecses.

CnupoMeTpuio NPOBOAUIN NAllMEHTAM Ha MOMEHT BKJIFOUEHHUS B UCCJIEAOBAHHUE
134 nmanuentam. OyHKIMIO BHEIIHETO JIBIXaHWS HE MCCIENOBAIM TMalMEHTaM, HaXo-
nammmest Ha UBJT (4 manuenTta ¢ [IK®, 1 — ¢ IIT'®, 1 — ¢ b®) u 1utenbHO UCTIONb-

sytomum HUBJI (manuentka ¢ IIMA ucnons3oBana anmnapat HUBJI go 22 yacoB B
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CYTKH), a TaK)K€ MMALMEHTaM C racTpocToMOu. Y 3 OosbHbIX ¢ B® HA MOMEHT MepBOTO
oOpalieHusi HEBO3MOKHO ObUIO BBITIOJHUTH MCCIEAOBaHUE M3-3a TPYAHOCTH OOXBa-
TUTh MYHJIIITYK MPU BBIPAKEHHOU CJIa00CTHU JTUIEBOM MYCKYJIATYPhI.

Ha moMeHT BKItOueHHus B uccienoBanue no ypoHio JKOJI rpynnel HE uMenu
CTaTUCTUYECKU 3HauMMbIX paznuuuil (p=0,075). ¥ mauuento ¢ LII'® sToT mokaza-
teab coctaBui 91,0% (Q1=77,5, Q3=99,5), ¢ [IK® — 83,0% (Q:=67,0, Q3=100,0), b®
—85,0% (Q1=57,0, Q3=92,0).

B nunamuke criupometputo BeinonHsM 111 nauuentam. Yposens JXKIJI B qu-
Hamuke y nmarueHToB ¢ [III'® u [TK® cocrasmn 62,5% (Q1=51,0, Qs=82,0 mu Q;=50,0,
Q3=79,0 cootBercTBeHHO), y manueHToB ¢ bd yposens XIJI cocraBun 45%
(Q1=32,0, Q3=609,0). Jaunusic uccaeaopanus JKEJI crarucTruecky 3HAYMMO OTJIMYA-
muck nipu paznuuHbix Gopmax BAC (p=0,025), nubonsmiee caukenne XK3JI O6b110 OT-

meueHo npu b® (Tabnuna 8).

Tabnuua 8 — dunamuka 3Hauenuit XKIJI npu pasubix popmax BAC

KIJI, %
Copac]  Tauen s | s g Gnen
Menuana Q1 Q3 Menuana | Q1 Q3
HIT® 91,0 77,5 99,5 62,5 51,0 82,0
[TK®D 83,0 67,0 100,0 62,5 50,0 79,0
bd 85,0 57,0 92,0 45,0 32,0 69,0

Takum ob6paszoM, mporpeccupoBanue 3abosieBanusi npu b®d compoBoXKIaIOCh
BbIpakeHHbIM yMeHblleHneM JKEJI - na 40% B Teduenue 6 mecsieB HaOIIOAEHUS, TO-
raa kak npu HIT'® u [IKO ormeuyanu MeHee BhIpaKEHHOE CHUXKEHUE ITOTO ITOKa3aTe-

1 - Ha 28,5%, u 20,5% COOTBETCTBEHHO.

Onenka qu3aprpun o mkaine Hillel B nmaamuke

V oonpmmacTBa nanueHToB ¢ TP u [TKD Ha MOMEHT BKIIIOYEHHUS B UCCIIENO-

BaHHC Ha6n10)1am/105 HU3MCHCHUA apTUKYJIOHWHA U PE30HAHCA I0JIoCa, CKOPOCTHU PCUH,



59

BMECTE C TeM, peub OblIa TIOHATHA OKPYXKAIOIIMM. bBOJIBHBIM HHOTAA MPUXOIUIOCH
MOBTOPSATH OT/ACJIbHBIC CJI0OBA, HO COCTaB U MPOJIOKUTEILHOCTL (hpa3 He ObLIA HU3Me-
HeHbI. MeiaHa OIeHKH 1Mo IKajie au3aptpuu coctaBmia 8 (Q:=7,0, Q3=10,0) u 10
oamioB (Q1=7,5, Q3=10,0) cOOTBETCTBEHHO.

[Ipu B® B 3TOT nepuoj HapyILICHUE PEUY BapbUPOBAJIO OT 3HAYUTEIBHO 3aMe/l-
JIEHHOM M peako TpeOyromel moBTopenus (6 0amioB) 10 HEOOXOAUMOCTH HCIIOIb30-
BaHMS TOJBKO HEBEPOATBLHOTO OOIIEHHUS, KOT/1a OOJIbHBIE UCIIOIH30BAIA TOJIOC TOJIBKO
JUISL BRIpQKCHUST YTBEPXKACHUS WU OoTpullaHus (2 6asia), MeaMaHa coctaBuia 6 Oai-
aoB (Q1=3,0, Q3=7,0).

Uepes 6 mecsiieB y namueHToB ¢ LHIT'® u [TKD MennaHa olieHKH MO MIKajIe JIU-
3apTpUU CHU3WIACK JI0 7 OaJlJIOB U IOBTOPEHHUE CJIOB TPeOOBAJIOCH Yallle, a Y MallieH-
TOB ¢ b® — cHuzunacek 10 1 6amia. Peub TOIBKO AJis1 BRIPAKEHUN SMOIUI WK OTPH-
nanus (2 6aia) MOTJIIM MCIO0JIb30BaTh 10 OOJBHBIX, U3 HUX MO 3 YeloBeka umenu bd
ullII'®d, uno 2 — III'd u IIKD. ¥V 29 6ompHbIX (22 60abHBIX BD, 5 — IT'D, 2 —
[IK®) pasBunace anaptpus (1 0amir), mpu KOTOPOH roJIOC MOKET HCIIOJIb30BaThCS
TOJIBKO TPH TIJIa4€ WM BBIPAXKEHUU OOJIH.

Kak BuHO M3 Tabmuibl 9 CKOPOCTh MPOrPECCUPOBAHUS NU3APTPUN ObLIa MakK-
CUMaJIbHON y 00JbHBIX b®, 4TO CTAaTUCTHYECKH 3HAYMMO OTIMYAJIOCH OT CKOPOCTH

HapacTaHHUs PeYeBbIX HAPYLUIEHUH MpHU APYTruX (popmax Ha ABYX 3Tarax UCCIETOBAHMS

(p <0,001).

Tabmuma 9 — Ouenka ausaptpuu no mmkaie Hillel B tunamuke

Onenka no mkane nuzaptpuu Hillel, 6ammbr
dopMa | Ha MOMEHT BKJIFOUEHHSI B UCCIIEIOBA-

B INHAMUKE yepe3 6 MecsIeB

BAC HUE
Menuana Q1 Q3 Mennana Q1 Q3
LHIT'D 8,0 7,0 10,0 7,0 4,5 9,0
I[TK® 10,0 7,5 10,0 7,0 6,0 9,0
bd 6,0 3,0 7,0 1,0 1,0 4,0
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PesynbraThl MccnenoBaHus MOKa3aJid, YTO HAMOONBIIMNA PUCK Pa3BUTHS aHAPT-
puH 1 OBICTPOTO MPOTPECCUPOBAHUS TU3APTPUU OTMEUEH Yy manueHToB ¢ bd: ot 6 o
1 6amna mo mkane Hillel B Tedenne 6 mecsien. 1o onpenensieT HEOOXOIUMOCTD JIH-
HAMHYECKOTO HAOJIOJICHUS MAaIMeHTOB ¢ pa3nudHbiMu Gopmamu BAC u BEISBICHUS

JU3apTPUH 171 CBOEBPEMEHHOTO o0y4denus cpeactsam AK.

3.5. Onenka craguu ¥ TeMIia NporpeccupoBaHus 3a00JIeBaHUS

[Ipu xaxaom ocmoTpe nanuenta ¢ BAC oneHuBanu crajauio pa3BUTHS 3a00iie-
BaHUs /I OIpEeNICHUs JalibHeWIeld TakTUKA BeAaeHus. Ha MoMeHT mepBoro oOpa-
HICHUS CTaIUM 3a00JICBaHUSI ONIPEEISIN Y BceX 162 manueHToB.

CrtpykTypa craauii 3a0oieBaHus ObuTa Mpe/CTaBlIeHA CIASAYIOMUM o0pa3oMm: 2
cTaaus 3aboseBanus OblIa quarHoctupoBana y 19 venosek (11,7%), 3 ctagus —y 56
yenoBek (34,6%), 4A u 4B craguu y 46 manuenToB (28,4%) u 35 naruenTos (21,6%)
COOTBETCTBEHHO. 6 marueHToB (3,7%) yxe Haxoaunuch Ha MBJI Ha MOMeHT BKItOUe-

HUS B UCCJICJIOBAHUE U OBUTH OTHECEHBI K 5 CTanuu (PUCYHOK 4).

80
60
40
19
20 6
o - y o= -

1 ocMmoTp 2 0OCMOTp

M2 cragus 3cragua M4A cragus B 4B cragus 5 cragus

Pucynox 4 — PacripeeneHre maiyueHToB MO CTaIusIM Pa3BUTHS 3a00JICBaHUS
B JINHAMHUKE
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[TarimenTh! HA 2 cTaany 3a00JIEBaHMS, KaK IPABUIIO, 0OpaIaiCh MOCIE BBITIUC-
KM U3 CTalMOHapa C BIIEPBbIE YCTAHOBICHHBIM JUArHO30M, cpeau HUX 10 maiueHToB ¢
HTr®,3-cbd,2 —-clIK®,3 —cIIMAu 1 —cIII'D.

3 cragus Oblna omnpejeneHa y OONbIIMHCTBA MAIUEHTOB U XapaKTepHU30BaIach
reHepanu3aimeil mporecca, BOBICYEHUEM MOTOHEMpPOHOB Ha 3 ypoBHsX. Ha MomeHT
OCMOTpa Ha 3ToM ctaguu Obun 25 marueHToB ¢ [HT'®, 20 — ¢ I[IKD, 9 — ¢ bO, no 1
[II'd u BO.

4A cranus, XapakTepU3yroIascs HAIMYUEM MOKa3aHUN K TacTPOCTOMMHU, ObLia
onpenesieHa y 46 MalMeHToOB, U3 HUX TOJBKO Y 7 racTpoCTOMHUS Obljla YCTaHOBJICHA.
bonbliee KOIMYECTBO NAIMEHTOB Ha 3TOW cTaguu umenu b® — 16 nauuenTos, 12 na-
npeHToB ¢ HII'®, 15— ¢ I[IKD, 2 —III'd u 1 — [IMA.

4B craauto HabOmronanu y 10 mamuenTos ¢ LIT'®, 6 nanuentos ¢ [IKD, 16 - b,
1-TII'd, 2 — TIMA. Y 6 nauuentoB (6,37%) Oblia onpeseneHa S craaus yKe Haxo-
nusimxcst Ha UBJI Ha MmomeHT oOpatenus B kabunet [IMII.

B nunamuke uepes 6 mecdieB craaus 3aboneBanus Oblia onpeaeneHa y 82,7%
OT IEPBOHAYAIBHOTO KOJIMYECTBA MMALIMEHTOB, YYACTBYIOIINUX B UCCIENOBaHUN — Yy 134
NAlMEHTOB. 2 cTaaus 3a00JIeBaHUs COXpaHuach Juib y 2,2% (2 namuenTos ¢ HII'®
ul-clIMA), 3 ctagus y 19,4% (26 maumentoB), u3 Hux 9 ¢ lIT'®, 11 ¢ TIKD, 4 ¢
b®, o 1 ¢ [IMA u B®). Ha 4A craguu Haxoaunuch 24,6% naruentoB (33 yesnoBe-
ka), u3 Hux 13 ¢ lII'd,12 — [IKD,7 — bD, 1 — [IMA. KonuuectBo nanueHToB Ha 4B
ctaguu yBeauuuiaoch 10 53% (71 mamueHT). 5 manueHToB U3 6, HAXOJAMBIIMXCS Ha

NBJI k naHHOMY NIEpHOY YMEPJIH.

HccnenoBanue TeMna NporpecCupoOBaHMs 3a00JIEBaHMS

Temn nporpeccupoBanust (TII) 3a0oneBanus onpenensan B TEUCHHE 3 TIEPUO-
7n0B. 1 mepuojg — OT MOMEHTa Hadajla TIEPBBIX CHUMIITOMOB 3a0O0JIEBaHHS JI0 JaThl
BKJIFOUEHHUS B MCCIEIOBAHUE; 2 TIEPUOJ — B T€UEHHUE 6 MECSIEB OT MOMEHTA BKJIIOYE-
HUS B HWCCJEIOBaHME; 3 TEPHOJ — MEXKIY TaTOW OKOHYaHUsS 2 Tepuoaa W JaTou

OCMOTpaA B TCUCHUEC ITOCICAHCTO MECiAla KU3HU.
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Cratuctuuecknii anamu3 npooauian Mexay LHIT®, [TIKD® u b®. pyrue dop-
Mbl BAC B aHanu3 He BKIIOYAIU B CBA3U C MAIIOYUCICHHOCTHIO TPYIIIL.

B teuenue 1 mepuona TII uccnenoBanu y 150 manumentoB (tabmuma 1). ITo pe-
3yJbTaTaM J@HHOTO aHAJIM3a HE OBLJIO OMPEJETIeHO CTATHCTHYCCKU 3HAYMMBIX OTJIH-

yuii pu pasandsbix Gopmax BAC (p=0,202).

Tab6nuna 10 — Temn nporpeccupoBanus pu pazinyuHbix Gopmax BAC

(3 mepuoj uccae0BaHUS)

dopma BAC Temn nporpeccupoBaHus
(n=150) MennenusIi bricTpEIii CTpeMUTENBHBIN

ro Ab6c. u. 21 6 32

Hounst, % 35,6 10,2 54,2
[NIKD AGc. u. 14 1 30

Hois, % 29.8 2.1 68.1
b® AGc. u. 10 5 3

Jlonst, % 22,7 45 72.7
Bcero Ab6c. u. 45 9 9%

Homns, % 30,0 6,0 64.0

B teuenue 2 neproaa B UCCIEI0BAaHUN NPOAOJKAIN ydyacTue 123 nmanueHnTa, u3
Hux 48 nauueHTos ¢ LIT'D, 39 — [IKD, 36 — b®. ¥V Bcex nauueHTOB OTMEYAJCs CTpe-
MUTEJIbHBIA TEMII IPOTPECCUPOBAHUS.

B teuenne 3 mepuona TII onpenensimu y 69 O0nbHBIX, OCTajdbHbIE MAIllMEHTHI
BBIOBLTM M3-TI0J HaOmrofeHus (Tabnuia 2). B TedeHue naHHOTO TMepuoja TakKe He

OBLJIO OTPENIENIEHO CTATUCTUYECKU 3HAYMMBIX paznuuuil y 00onbHbIX [IT'®D, I[TKD u bd

(p=0,307).
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Tabnuna 11 — Temn nporpeccupoBanus mpu pazauaHbix Gopmax BAC

(3 mepuoj uccae0BaHUs)

®opma BAC Temt nporpeccupoBaHus
(n=69) MeneHHbII BeIcTpHIit CTpeMHTEITbHBINH

HIr'd AOc. 4. 2 3 16

Hois, % 9,5 14,3 76,2
[TK®D AOc. 4. 0 1 19

Honst, % 0,0 5,0 95,0
b® AOc. 4. 1 1 26

Hons, % 3,6 3,6 92,9
Bceero AOGcC. 4. 3 5 61

Hons, % 43 7,2 88,4

CoracHo NMoixy4YeHHBIM JaHHBIM, B TE€YEHHE 3-X MMEPUOIOB UCCIIEIOBAHUS YCTa-
HOBJIEHO OTCYTCTBHME 3aBUCUMOCTHU TE€MIIA ITPOrPECCUPOBAHNUS 3a001€BaHUsl OT (POPMBI
BAC.

Anamm3 nuHamuku TII Takke mpoBOAWIIM y MAIMEHTOB, YY4aCTBOBABLIMX BO
Bcex 3-x nepuojax uccienosanus. Menunana TII B teuenne 1 nepuona cocrauia 0,86
ycImoBHBIX mokasarenier (Q1=0,57, Qs=1,67), Broporo — 5,00 (Q1=3,17, Q3=6,63), Tpe-
thero — 1,04 (Q1=0,84, Q;=1,38). Takum obOpazom, TII B yCIIOBHBIX MOKa3aTesAX CTa-
TUCTUYECKHU 3HAYMMO OTJIMYAJICS B TeueHue 3-x mepuogoB ucciengoanus (p<0,001),
YTO yKa3bIBa€T HA €r0 HEPaBHOMEPHOCTh B TeueHHe Bcei Oosiesnu. Jlunamuka TII

HATJISIHO MPEACTABJICHA HA PUCYHKE J.

6 5

5

4
= 3
= 2

0,86 1,04
1
0
1 mepuon 2 nepuon 3 nepuon
Pucynok 5 — Jlunamuika Temna nporpeccupoBanus BAC B yCIOBHBIX MOKa3aTeax
(p<0,001)

Kax BunHO Ha pucyske 5, ormeudaercst HepaBHoMepHbIi TII 3aboneBanus ¢ TeH-
JICHIINEH K €ro 3aMeNICHHUIO 10 JIOCTHIKEHHUH TO3JHEeH CTauu U Ha (DOHE MPOBOIUMOMN

CUMIITOMATHYECKOM TCpaliuu.
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YuuteiBass HepaBHOMEpHBIA Temnl nporpeccupoBanus BAC, HeoOxoaumo cu-
CTEMHOE JUHAMHUYECKOE HAOJII0JIEHUE OOJIBHBIX C LEIbI0 JUArHOCTHKU U KOPPEKLUU
CUMIITOMOB 3a00JIEBaHUSI U CBOEBPEMEHHOTO OOCYKIEHUS NajJbHEHIIEH TaKTHKU Be-

JACHHUA COBMCCTHO C ITAITMCHTOM.

3.6. HaOnroieHrE ManeHTOB B TEUEHUE MTOCIIEAHETO MECALA KU3HU

B Tedenwne mocieaHero Mecsiia Ku3HU ObUTH OCMOTPEHBI 74 TalMeHTa.

O YyHKIMOHAIBHOE COCTOSIHAE NManneHTOB ¢ bAC B KOHIIE )KM3HH, OLIEHUBAEMOE
no mkane ALS FRS-R, coorBercrBoBamo 19,0 6amiam (Q1=13,0, Qs=24,8). IIpu pas-
HBIX (popmax BAC naHHas ONeHKa CTATUCTHYECKU 3HAYMMO He oTiau4anack (p=0,385)
u coctaBuiaa y OonpHbIX HII'® 19 6amnos (Q:=12,0; Q3=25,0), IIK® — 17 Gamios
(Q:=12,0; Q3=22,8), b® — 22 6amna (Q;=15,3; Q3=27,0) (Tabmuua 12).

Tabnuna 12 — OyHKIMOHAIBHOE COCTOSIHKE MalMeHToB 1o mkane ALS FRS-R

B TCUCHUC ITOCICAHCTO MECALla ) KU3HU

®opma BAC Ouenka o mkane ALS FRS-R, 6amner (p=0,385)
Mennana Q1 Q3
ITr'®d 19,0 12,0 25.0
[TKD 25,0 21,0 32,0
bD 27,0 220 34,0

BoabImMHCTBO MalMEeHTOB B 9TOT MEPUO]I UCIIBITHIBATIN TPYIHOCTH KOMMYHHKA-
IIUU B CBSI3U C HapylieHHWeM pedrd. MeauHa CTeTNeHH TSHKECTH JU3apTPUU IO IIKaje
Hillel cocrasuma 1,0 6amn (Q1=1,0, Qs=4,0). Jlump y 1 maruenta (1,4%) oTCyTCTBO-
BaJli MpU3HaKW au3apTpuu. 16 mammentoB (21,6%) ¢ nuzapTpueil ObLIM AOCTYIHBI
IPOAYKTHBHOMY PEYCBOMY KOHTAKTY, UMEJIH OIICHKY 5 1 Oosiee 6aiioB mo mmkaie Hil-
lel. 12 manmenToB (16,2%) cTpamanu BeIpakeHHOU au3apTpHel oT 2 10 4 6amios, a y

40 narueHToB (54,1%) pa3suiack anaptpus (1 6amn mo mkaie Hillel).
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[Tpu cpaBHEHHMW BBIPAYKEHHOCTH AM3APTPUU B KOHIE KH3HH TPH PA3TUIHBIX
dopmax BAC, Ob1J10 MOKa3aHO, 4TO Hanbosee TPyObIe pacCTPONCTBA PEUH JO MOTHON
aHapTpuu BozHuKatoT npu b® — 1 6amn (Q:=1,0; Qs=1,0). B menbmieii cTenenn mpo-
rpeccupoBaiy HapymeHus peud npu LIT'® — go 3 6amros (Q1=1,0; Q3=6,5) u [IKD
o 3,5 oamra (Q:=1,3; Q3=5,0), (p<0,001), 9TO HArISAIAHO HPOACMOHCTPHPOBAHO B

tabime 13.

Tabnuma 13 — OneHKa cTerneHn BIpaKeHHOCTH qu3apTpuu 1o mkane Hillel B

TeYeHHUE nocieaHero mecsmna xu3au (p<0,001)

dopma BAC Ouenka 1o mkane agusaprpun Hillel, 6asmms
Menunana Q1 Q3

T o 3,0 1.0 65
[TIKD 3,5 1,3 5.0
bo 1,0 1.0 1.0

bonpmuacTBO maruentoB — 81,1% (60 uenoBek) UMENU TSKETYHO CTENEHb
mucharuu, u3 Hux 26 naruentam (35,1%) Oblla yCTaHOBJIEHA racTPOCTOMA, JBOUM
(2,7%) — nazoractpanbHbIH 30H1, 32 naiueHTa (43,2%) MOTJIM MUTATHCS TOJIBKO MPO-
TEpPTOW MUIIEH, HO OTKa3bIBAUCh OT UDI'. YMepeHHyt0 U JIeTKyI0 CTeneHb Auc(paruu
HaOJII0AJIM Y MEHBILIEr0 Yucia nauueHToB — 5 (6,8%) u 8 mauuentos (10,8%) coot-
BETCTBEHHO, U Jinillb 1 6onbHOM (1,4%) HEe uMen HapyIIeHH TII0TaHus.

[Tpusnaku JIH ObutM BBISIBICHBI y TMOAABISIONIETO OOJNBITMHCTBA OOJIBHBIX -
90,5% (67 manmeHTOB) B pa3HOM cTeneHu BoIpakeHHocTH. M3 Hux HUBJI yxe nc-
nosib3oBau 29,9% (20 namueHToB), B 0AHOM U3 KoTopbix npumenenne HUBJI coue-
TaJI0Ch ¢ TIepopalibHbIM puemMoM Mopduna. Ha UBJI naxonunoces 9% (6 narueHToB).

Kpome nuzaptpuu, nucharuu m apixaTeIbHOM HEJOCTATOYHOCTU 3a00JICBaHUE
COIIPOBOXAANIOCH IPYTUMH TSKEJIBIMU CHMIITOMaMH: O0JIEBONH CHHIPOM MPHCYTCTBO-
Ban y 43,2% OonpHBIX (32 maruenTa), OTeKH KOHEYHOCTEH B COYETAHUH C TITyOOKUMU
napezamu — y 23% (17 nauuenToB), 3anopsl y 66,2% (49 nauueHToB), cria3Mbl KeBa-

TEJILHOM MYCKYaTypsl y 5,4% (4 nmauuenTa), Japuarocnasmsel y 8,1 % (6 manueHToB).
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3.7. OneHka BBKMBAEMOCTH U HEOJIArONPUATHBIE (PAKTOPBI MPOTHO3a TEUEHUS

BAC

N3 oOmiero kojgudecTBa MAlMEHTOB K MOMEHTY OKOHYAHUS HWCCIEAOBAHUS
OonpIas 4yacTh yuuia u3 xxku3Hu 58,6% (95 uenosek), u3 Hux 71,6% (68 maineHTOB)
yMEpJH B JOMAIITHUX YCIOBUsX, a 27,3% (26 nanuentoB) — B OPUT u 1,1% (1 nauu-
€HT) B NAJUTMAaTUBHOM OTJICJICHUH TOPOACKON O0IbHUIIBI, 2,5% O0MbHBIX (4 YelioBeKa)

MPOJIOJKAIM HaxoauThest Ha VIBJL.

BiausHue Bo3pacTa Hauana 3a00J1¢BaHMs HA BEDKMBACMOCTD

Menanana cpoka HaCTYIUICHHUS JIETATHHOTO MCXO0/a B Tpymmax ¢ ae6roTom 3a00-
JIeBaHUA B MOJIOJIOM Bo3pacte (no 44 net) cocraBuia 65,0+6,5 mecsnes (95% JU:
52,2- 77,8 mecsueB), B cpeaneM Bo3pacte (45-59 ner) — 49,0£8,3 mecses (95% JAU:
32,6 — 65,4 mMecsa), B crapiieit Bo3pactHou rpymme (60-74 roga) — 31,0+2,8 mecsiies
(95% OU: 25,4 — 36,6 mecsneB), B rpynie ¢ Aed6oToMm B 75 neT u crapmie — 24+1,8
MeCsIIIEB OT Havasla mepBbix cuMnToMoB (95% JI: 20,3 — 24,7 mecsitieB). [lannbie pe-

3yJBTaThl IPOJIEMOHCTPUPOBAHBI HA PUCYHKE 6.

CDyHI([IPII/I BbIDKMBAHUS

08 <44 ner

1

2 45-59 ner

3 60-74 rona

4 >75 ner
—— IeH3ypHUPOBAHO
1 3aBepIICHO

06

04

HakonieHHO€ BBIDKUBaHUE

00

,00 20,00 40,00 60,00 80,00 100,00

JlnutenbHOCTh 3a00/I€BaHUS, MECSLIBI

Pucynok 6 — KpuBas Kannana-Meliepa. BbKHBa€MOCTb MALIMEHTOB ¢ HAYAJIOM
3a00sieBaHuUs B pa3aM4HbIX Bo3pacTHhIX rpynnax bBAC



67

Taxum oOpazom, onHUM U3 (HaKTOPOB, ONMPEACIAIONIMX Hanbojee HeOIaronpu-

ATHBIN TIporHo3 TeueHust BAC siBuiics crapueckuii Bo3pacT Havyaia 3a00JIeBaHus.

Biusuane dopmber BAC Ha BEDKMBAEMOCTD

Hawubonbias BeKHBaeMOCTh OblIa onpezesneHa y nanueHToB ¢ IIII'® u cocra-
Buia 51,0+8,8 MecsiieB OT Hauana NepBbIX CUMITOMOB. HariMeHbI1asi BBIXKUBAEMOCTh
ObLIa paccurTaHa y nauveHtoB c [II'®, npu KOoTOpoil MeauaHa CpoKa HAaCTYILICHUS
netanbHOTO Hcxona — 11£2,2 mecsueB. [lanuentsl ¢ IIK® umenu mpoaobKUTENb-
HOCTB u3HU 49,0+9,6 Mecsnes, 60apHBIC D — 3HaunTenbHO MeHbIIE — 24,0+£1,7 Me-

CAIICB.

(DyHKL[I/II/I BBDDKHUBAHMUSI

10 t

"o,

o = 1 Iro

: 2 TIKD
ll[ 3 BD

4 TIT®

5 IIMA

6 BO
—}— LEeH3ypUpOBaHO
1 3aBEPIIECHO

6

086

04

HakormyieHHoe BbIXKUBaHHE

3

00 4

00 20,00 40,00 60,00 80,00 100,00

JlnuTensHOCTH 3a00/I€BAHUSI, MECSIIBI

Pucynok 7 — Kpusas Kannana-Meliepa. BeKHBaeMOCTb MPU pa3InyHbIX
dopmax BAC

I/ITaK, PE3YIbTAThlI HUCCICAOBAHMA IIOKa3aJll 3aBHUCUMOCTb BBIKMBACMOCTH OT

¢dopmel BAC (pucyHok 7).



HUMT no mauasa 3a001€BaHUs

[TpoBoaunu ananu3 BausHus MUMT nanueHTa 10 Havana OOJE3HM Ha TAXKECTb
Te4eHHUsT OOJE3HH M €ro BBDKMBAEMOCTh. OKa3anoch, YTO MAlMEHTHl C M3HAYAIHHO
Hu3kuM UMT umerot puck 6osie 65ICTPOro HACTYIICHHS JIETATBHOTO MCX0/1a Ha (OHe

IMpOorpeCCUpoOBaHuA BAC u 6onee HHU3KYIO BBIDKMBACMOCTD, YTO IOATBCPKACHO II0JIO-
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KUTEIBHOU KOppessSIMOHHOM cBA3bI0 (p=0,291, p=0,001).

I[J'ISI OIIPCACIICHUA 3aBUCUMOCTHU BBIZKUBACMOCTHU OT UMT ObLn JOITIOJIBHUTCIBHO

NPOBEJICH PErPECCHOHHBIN aHamu3 1o Gopmyie: Y=bX+a, rie y — BBDKUBAeMOCTb, b —

ko3 urment perpeccun UMT, a — koHcTaHTa. XapaKTEpUCTUKON KadyecTBa perpec-

CHOHHON MOJeiu sBIsieTCs mokaszaTenb R-kBaapar. CormacHo Tabmwmie 14 mgaHHBIN

nokazarenb paBeH 0,089, uro o3Hauaert, uro §,9% Bapuannu BELKUBAEMOCTH CBA3aHO

¢ Bapuauueunt UMT.

Tabmuua 14 — Coaka i MOAEIN

R R-kBapat CKOppEeKTUPOBAHHBIN CranmaptHas
R-kBaapat OIIMOKA OLIEHKH
0,298 0,089 0,079 0,221

B tabnuie 15 npeacrasieHbl Ko3QPUIUEHTHI PErPECCUOHHON MOICIIH.

Tabmuua 15 — KoadduuneHTsl perpecCHoOHHON MOAENN

HecrannaptusoBannsle | CTaHaapTH30BaHHbIE
Moners K02 (bguHeHTH KO3 PUITMEHTHI t .
B TaHJapTHAS Eera
omunoOKa
Koncranra | 0,318 0,112 2,829 0,006
UMT, kr/m2 | 0,014 0,005 0,298 3,008 0,003

Takum o00pa3oM, perpeccCHoHHas MOJCNb BBINVISIAUT CIEAYIOIUM 00pa3oMm:

y=0,318+0,014*IMT

VY nammenTta ¢ UMT 22 kr/m? Ha MOMEHT Hauaja MEPBBIX CUMIITOMOB, BbIKHBA-

emMocTh cocTaBuT 0,626.
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Tabnuna 16 — JlucriepcMOHHBIN aHAN3

Mogem, | CYMMEKIL | Creneits - Cpoutit | g e,
Perpeccus 0,440 1 0,440 9,051 0,003
OcraTok 4,524 93 0,049
Bcero 4,964 94

CoriacHO TPOBEICHHOMY JUCIIEPCUOHHOMY aHaiu3y (Tabnuua 16), roe F=9,051,
p=0,003, ¢ BeposATHOCTBIO B 97% BO3MOKHO YTBEPKIATh, YTO BBIKUBAEMOCTb 3aBUCUT
ot UMT.

Urak, auzkuii UMT no Havana 3a0oJieBaHUs SBJISUICS HEONAronpUATHBIM IMPO-

THOCTHYECKUM (PaKTOPOM M ONPENEIsii HU3KYIO BhhbknBaeMocTh npu BAC.

3aBHCHUMOCTD CpOKa HACTVILICHHUA JICTAJIBHOI'O HMCXOJd OT CTCIICHMU TAXKCCTHU

gI/ICQhaI’I/IH

Crenenp TshkecTH nucharuu onpeaeisuid B 6ajiiax Mo COOTBETCTBYIOIIEH MO/I-

mkane ALS FRS-R, xapakrepusyromeit ¢pynkiuto rinotanus (tadnuma 24 B [lpuo-
xenun). OreHka B 4 0ajla COOTBETCTBOBaja HOPMAJIbHOMY TJIOTaHMIO, a B 1 Oamm —
TSDKEJION cTeneHu aucdaruy, Ipu KOTOPOM BO3MOKHO MUTAHUE UCKITIOUNUTENIBHO MPO-
TepTOl muiei. PaccunThiBaIM MEPHOJT MPOJAODKUTEIILHOCTH OOJIE3HU OT JaThl yCTa-
HOBJICHUS orieHKHY B 1 6amn B moamkaine ALS FRS-R no netanpHOTO Bicxoma (pucyHOK
8). IIpu sTOoM MeaMaHa AAHHOTO MEpHoJia HaOMroAeHus coctaBuiaa 6,0+0,7 mecsies

(95% JAU: 4,7 — 7,3 mecamna).
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(DyHKHI/II/I BBIKMBAHUSI

—}— 1eH3ypupoBaHO
1.4 __1 3aBepIICHO

0,8

06

0.4

HakonneHHoe BbIKUBaHUE

0,0

,00 5,00 10,00 15,00 20,00 25,00

[lepuon HabmoxeHMs, MECSILIBI

Pucynok 8 — Kpuast Kannana-Meliepa. BeKrBaeMOCTb MALIMEHTOB TPU
TSDKEJION CTeneHu aucdaruu

AHanu3 BBDKMBAEMOCTH Y MALMEHTOB C TSKEJIOW CTENEHbI0 quc(aruu nokasai
yXyAIIeHHe mporHo3a 3aboneBanusd. [lokazaHo, 4yTo Tspkenasi cTeneHb aucdaruu siB-
JsieTCsl HEOJarompUSATHBIM TPOTHOCTUYECKUM (DaKTOpPOM TeueHHUs 3a00JieBaHUs, TIPU
KOTOPOM BBDKMBAEMOCTH cocTaBisieT 6,0+0,7 mecsies.

boimn BeIsIBICHBI HeOMaronpusTHeie mporHoctudeckue ¢akropsl BAC: nebror
3a00JIeBaHMsl B CTapuecKkoM Bo3pacte, Hu3kuii UMT 1o mosiBieHUs] IEPBbIX CUMIITO-
MOB 3a0o0JeBaHus, TsDKeas CTeneHb aucdaruu, a Takxke OyibOapHas W MEPBUYHO-
reHepanu3oBaHHas (Gpopmbl 3a00JIeBaHUs, BBDKUBAEMOCTh MIPU KOTOPBIX ObLIa MUHH-
ManbHOM M coctaBuna 24,0+1,7 u 11+2,2 mecsieB coorBercTBeHHO. Hamboibimas
BBDKMBAEMOCTh BBISIBJICHA MPU IMIEHHO-TPYAHOM W TOSICHUYHO-KPECTIIOBOM (opMax
O0okxoBoro ammotpoduueckoro ckiepoza - 51,0+£8,8 u 49,0+9,6 mecsiieB cCOOTBET-

CTBCHHO.
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['JIABA 4. TATOTEHETUYECKAA 1 CUMIITOMATUYECKAA

TEPAIINA BAC

4.1. ITaTorenernyeckas Tepanus

3a mepuon uccnenoBanust 58 uvenosek (35,8%) coobmianu 006 MCHOIB30BAHUU
puiIy30Ja, U3 HUX TOJbKO 22,4% (13 denmoBek) Havyalld MpHUEM Ipenapara B paHHHUE
CpOKH 3a00JI€BaHMs MOCJI€ YCTAaHOBJIEHUS TUarHo3a — ot 1 1o 6 mecsues. OcTaiabHble
77,6% - 44 manueHTa MPUHUMAJH TpemapaT CIycTs 6 MEcCSIEeB U MO3XKe, YXKe MpU
HAJIMYUU BHIPAXKEHHOTO HEBPOJIOTUYECKOTO ACPUIUTA.

JIMuTenpbHOCTh TpUeMa mpenapaTta BapbUpoBaiia: puiy3oa B 1o3e 100 mr/cyt
MeHee 6 MmecsieB npuHuManu 27 namueHToB (16,7%), ot 6 mecsnes g0 1 roma — 15
nainueHToB (9,3%), 6onee 1 roma — 16 nanuentoB (9,9%). Y MHOTHUX B CBSI3U C HEBO3-
MO>KHOCTBIO MOKYIIKH PUIIy30Ja B POCCUIMCKUX anTeKax Kypc MpuemMa mnpernapara ObL1
npepbIBUCThIN. Kak mpaBuiio, B T€4€HUE HECKOJIBKUX MECSIEB MAlMEHTBI CaMOCTOS-
TEJILHO MPEeKpalllajiv MPUeM Ipenapara B CBsI3U ¢ MOOOUYHbIMU dPdeKTaMu (MOSBICHU-
eM 0O0JIM B 3MUTacTPHUH, FOJIOBOKPYKEHHEM, HapylleHHeM (YHKIHMH MEYEHH), JTHO0
yepe3 rof u Oosiee IpU OTCYTCTBUM OUYEBUIHOTO MOJIOKUTENBHOTO 3 deKTa u Hapac-
TaHWU CUMIITOMOB 3a00JieBaHMs. bonblliasg yacTh NAaMEHTOB PUITY30JI HE TPUHUMAIA
(64,2% - 104 gyenoBeka).

Dll1apaBOH BHYTPHUBEHHO KalleJIbHO B COOTBETCTBHM CO CXEMOH B MHCTPYKLHH
npenapata, pekomenaoBaHHoi npu bBAC, nmonyuanu 7 manumentoB — 4,3%. Bo Bcex
Cllydasix MPUEM 37apaBOHA COYETAIICS C PUILY30JI0M.

B cBs3u ¢ HEOOJIBIIMM KOJMYECTBOM MAIMEHTOB, TPUHUMAIOUIUX MaTOTE€HETH-
YECKYI0 Tepamuio, a TAaKKe HEMOCTOSHHBIM KypC IMpUeMa pUiTy30Jia, BBIKUBAEMOCTh U
BIIUSIHUE Ha MPOTPECCUPOBAaHME 3a00JEBaHNS Y JAHHBIX MAIMEHTOB OTIEIHHO HE HC-

CJIEOBAIN.
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4.2. CuMnroMaTryeckas Tepanus

OrneHky cuMOTOMOB 3a00JI€BaHMs B TMHAMUKE U CUMIITOMATUYECKYIO TE€PAITHIO
npoBown y 111 manueHToB ocHOBHOM Tpymmsl (68,5%), HaOmrogaBmuxcs B KaOuHe-
te TIMIL [lamueHTtsl Tpynmbl CpaBHEHUS MOJNy4Yad KOHCYJIBTALMU HEPEryJsIpHO U

HaOIo1aTKCh B moyikimHuKe (51 maruent - 31,5%).

4.2.1. Koppekuus HapylleHUd MUTaHus npu aucdaruu y naiueHToB ¢ BAC

[Ipu cbope xanobd U oCcMOTpE y MALUUMEHTOB YTOUYHSUIM HAIWYHUE 3aTpyIHEHUHN
IIPU TJIOTAHUH, TOSIBJICHUS OLIYIIEHUS CBITOCTH ocie npuema nuim. Ocodoe BHUMa-
HUE YAEJSJIM KOCBEHHBIM MpU3HAKaM JUC(paruu: cuanopeu (HapyleHUuo peqIieKTop-
HOTO TJIOTaHUS CJIIOHBI), N3MEHEHUIO BPEMEHM Tparie3bl U o0bemMa MoTpedIiseMoil mu-
I, a TAKKE CHUKEHUIO MACChI T€Ja M0 CPABHEHUIO C IEPUOJIOM 0 Pa3BUTHS 3a00Jie-
BaHMUS. [Tpu nucdaruu UCHOIB30BaIM MEIUKAMEHTO3HBIE METOJbI (KOppEeKLHUs
CUAJIOPEH), HEMEJIUKAMEHTO3HbIE (M3MEHEHHE KOHCUCTEHIIMM THUIIU) U ONEepPaTUBHOE
nedenue (UDI mpu Tsxenon creneHu Aucarum).

B kauecTBe MeqUKaMEHTO3HOW Koppekuuu cuanopeu y 41 nanuenrta 36,9% oc-
HOBHOHM TIpynmbl pPEeKOMEHJOBaIM amMuTpunTwivH. [logbop mo3bl mpenapara ocy-
HIECTBIISUIA B 32aBUCUMOCTH OT BBIPAXKEHHOCTH cuaiopeu oT 12,5 mr go 100 mMr B cyTku
C TIOCTETNIEHHOM TUTpanuen 103bl. B cBs3M ¢ pazBuTHeM MOOOYHBIX d(HPEKTOB aMUT-
punTuwirHa (TOJIOBOKpPYKEHHUE, IIATKOCTh MPHU X0Ab0€) y yacTu 00ibHBIX (16 yenoBek
- 14,4%) ncnonb30Bain TpaHCAEpPMaTbHbIE CUCTEMBI CO CKOMOJIaMUHOM, a y 3 maru-
eHTOB (2,7%) npuMeHsUH OOTYTMHOTEPAIIHIO — BBEICHUE OOTYJIOTOKCHHA THITA A IO
KOHTPOJIEM YJIbTPA3BYKOBOI'O JaTduka. Y 2 MAlMEHTOK cuajopes MpeKpaTuiach Ha
HECKOJIbKO MecAleB, a y | manueHTKu OOTyJMHOTEpamus HE oKazaja OXKUAAEMOIo
ahdexkra.

[Ipu yaiuHeHnn BpeMeHU MpreMa MUIH, YMEHbIICHUH 00beMa MOPIUH U MPo-

IpeCCUPYIONIEH MOTEepe MacChl Tela B TEYEHUE HECKOIBKUX MECSIEB PEKOMEHI0BAIN
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YBEIIMYCHUE KAJOPUHUHOCTH MUILIK, B TOM YHUCJIE HCHOJIb30BAHWE CUIIIIMHIA — IEpO-
pajbHOrO MOTPEOJEHUsT CHEIUATH3UPOBAHHOTO JI€YeOHOTO MHUTAHUS MaJICHbKUMU
TJIOTKAMU.

Bcem marnmenTaM ¢ paHHUMU TIpU3HAKaMU qucharuvd peKOMEHIOBAIA H3MEHE-
HU€ KOHCUCTEeHIIMH nuiy. [Ipyu HapynieHny riaoTaHust TBEPIOM MUIIHA PEKOMEHI0BAIN
M3MEIbYEHUE MUIIK C TTIOMOIIBIO OJIEHIepa, UCKITIOUEHHUE ChIMYYHX BEIIECTB U3 MHUIIIC-
BOro paiuoHa (opexu, rneuyeHne). [Ipu HapymeHuu rioTaHus KUAKON MUK Tpeasa-
raJii UCIOJIb30BAHHUE 3aryCTUTENEH JOMAIIHETO MTPUTOTOBICHUS WU IPOMBIIIJIEHHO-
ro. B kauecTBe 3arycTureneil JOMAIIHErO TPUTOTOBICHHS MIPEIarain UCIOIb30BaTh
OTBAap U3 OBCSAHBIX XJIOIIbEB, JKEJIATUH, KpaxMall. HecMOTpsl Ha 3KOHOMHYECKYIO BBITO-
Jly, 4aCTOTa MPUTOTOBJICHUS JIOMAIIHETO 3aryCTUTENSI C MCIOJb30BAHMEM Kpaxmaya
OblJIa OrpaHUYEHA B CBSI3U C PUCKOM TOSIBJICHUS 3aII0POB.

Jlnst koppeKuu nuTanusi, NpoUIaKTUKH aCTUPAIIMOHHON MTHEBMOHUU U aJlH-
MEHTApHOW HEJOCTATOYHOCTH BCEM MAIMEHTAM C TSDKENON CTENEeHbIO nucharuu pe-
koMeHoBaiu YOI, [lpu oTCyTCTBUM TSHKENON CTENEHU AUC(aruu, HO IPU TeHICHIIUN
K cHumxeHuo JKIJI no 50% c nanuenTamMu o0CYKJIaiu BOMPOC O IEIecO00pa3sHOCTH
YCTaHOBKHM T'aCTPOCTOMBI B CBSI3U C PUCKOM HApacTaHUs AbIXATEIbHBIX PACCTPOMCTB
MOCJIe JAHHOW MaHHUMYJISIIUU B Oy IyIIeM.

B yacTtu cnyyaeB Mbl HaOIIOaIM 3aM034aJI0€ 00pallleHrne NalMeHTOB 0 MOBO-
ny nucaruu (12 6onpHbIX - 7,4%), korma XKEJI O6bima Huxke 50%, 1 BOZHHKAT PUCK
pPa3BUTHUS NBIXaTEIbHBIX PACCTPOMCTB B PaHHEM MEPHOJIE MOcie BblnoaHeHus YOI
DTO CBHUIETEIBCTBYET O TOM, uTO marueHTam ¢ BAC HeoO0X0auMO AWHAMHYECKOE
HAOJIOICHUE W PerysIpHbI MOHUTOpUHT (PpyHkiuu riotanus u JKEJI nis cBoeBpe-
MEHHOTO BBISIBIICHUS MMOKa3aHuii Kk YOI

VY 3 manmentoB ¢ b® npu BepakeHHON Mucharud U 9IyBCTBOM TOJ0Ja K MO-
MEHTY TaCTPOCTOMHH OBLIO HEBO3MOXKHO JOCTOBEPHO OIEHUTH (DYHKITUIO BHEITHETO
JIBIXaHUSl U3-32 CIa00CTH MUMHMUYECKHUX MBI U HEBO3MOKHOCTH IIJIOTHO OOXBAaTUTh
TyOyc criupomeTpa. OTHaKO, HECMOTPS Ha BBICOKUN PUCK JIBIXaTEIbHBIX PACCTPOUCTB,

NagueHTBI OTKA3aJIMCh OT IMOCTAHOBKH HA30TaCTPAaJIbHOTO 30HAA W IPUHAINA PCHICHUC
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BBINOTHUTE UDI'. VI3 HUX y OJTHOM MAIlMEHTKHU YJal0Ch TOOUTHCS YBEIUUYEHUS BBIKHU-
BAa€MOCTH, OHa MpOoXKuia emie 1 rog mociie racTpoCTOMUM, MOclieqHuEe 6 MecslleB Ha
HUBJIL. 2 nanuenta ¢ XK3JI 20% npoxunu 3 mecsita nocae YOI,

Bremonaenne UDI™ pekomenmoBanu 112 marmentam (69,1%) u3 obmiei BEIOOp-
ku. 13 Hux 11 6onbHbIX (9,8%) cpasy cornacuinuch Ha JaHHYIO MAaHUITYJISIIUIO, O0JIb-
III¢ TIOJIOBHHBI MTAITUEHTOB (62 denoBeka — 55,4%) 3asgBisud 0 HEOOXOIUMOCTH OTCPO-
yuTh pemenue o YOI, a 39 manuentos (34,8%) KaTeropuyecku OTKa3aInCh.

47 mauurentam (42,3% OCHOBHOM TIpynibl rpymmbl) BeimogHuiu Y9I B muiano-
BoM nopsiike. Menuana XKDJI nepen UDI cocraBmma 51,0% (Q1=43,0, Q3=56,5). U3
HuX 35 nmanueHToB - 74,5% nocie mianoBoid YOI 0OTMETHIIN MOJIOKUTEIBHBIE PE3YIIb-
TaThl UCIOJIb30BAHUSI TACTPOCTOMBI: TOSIBUJIOCH YYBCTBO HACBIIICHUS, UCUYE3NIO IMO-
LMOHAJILHOE HAINPSHXKEHUE, KOTOPOE MAlMEHThl UCTIBITHIBAJIA PAHEE BO BpeMs MpHeMa
MUY, onacaschk acnupanuu. OctanpHbie 12 manueHToB (25,5%) HCIOIB30BaIM Ta-
CTPOCTOMY TOJIBLKO JJIsl BBEJICHHUS BOJIbI U MPOJOJDKAIIA MTUTATHCS Yepe3 poT. 26 maiu-
eHTOB (55,3%) oTMeyanu MEHBIIYI0 YTOMJISIEMOCTh WJIM MEHBIIIEE BPEMS, 3aTpaurBa-
eMoe Ha npuemM nuim. 32 yenoneka (68,1%) BbIcKa3aluch O TOM, YTO COTJIACUIIUCH ObI
Ha ONepalrIo paHbIlle, €CJIM Obl TPAaBUIIBHO OIEHUJIN €€ MPEUMYIIECTBA.

B cBsI3U ¢ 0)KMAAEMBIM TMOJOKHUTENBHBIM BIUSHUEM HYTPUTHUBHOU MOAAECPKKHU
Ha CTaOMJIM3aLMI0 MacCy Tejla U Ha MPOTHO3 3a00JieBaHMsl, Y OOJbHBIX OCYIIECTBISIIH
KOHTPOJIb MAcCChl TeJa /10 U MOCJE TaCTPOCTOMUMU.

["acTpocTomus ciocoOCTBOBaNA MPEAOTBPAIIEHUIO JATbHEHIIIEH MOTEPH MacChl
tena y 24 namuentoB (70,6%), a y 10 nauuentoB (29,4%) macca Tena mpojospkalia
CHIWXKaThCs. Y 34 manueHToB Ha (DOHE MUTAHUS Yepe3 raCTPOCTOMY Ha MPOTSKEHUH 3-
X MecdAleB 00JIe3HW HECMOTpsi Ha MporpeccupoBaHue aucdaruy, macca Tela He
yMeHbIIanach U cocrapisuia 10 UDIN 59 kr (Q1=49,5, Q3=68,5) u uepe3 3 mecsua mo-
cie UDIN — 58,5 kr (Q1=48,0, Q3=68,3) (p=0,559). Oanako naxe mamMeHThl, Y KOTO-
PBIX TPOJIOJDKAIACK TTOTEPST MAcChl Teyia mocie nposeaeHuss UDI, 3asBunu o0 ymyd-
IIEHWH KAa4eCTBA JKU3HU B BUJE YMEHBIIICHHE BPEMEHH MpHUEeMa MUY U YTOMIISIEMO-

CTH BO Bpemsi enbl. Y 27,7 % nanuentoB ¢ BeimosHeHHON YOI (13 yenoBek) B CBSI3U €
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BBIPKEHHBIMU M1APE3aMH HEBO3MOXHO OBLIO TOYHO M3MEPUTH MACCy TeJa J10 U MOCIIE
racTPOCTOMMH.

BelnonHeHne racTpoOCTOMUM — HEMPOCTOE PELIEHUE JUIsl NAUEHTOB U MX POJI-
CTBEHHHKOB. JTOT METOJ KOPPEKIMH AUC(Aruu 4acTo pacleHUBIICS OOJbHBIMH, Kak
CMUpPEHHE C OOJIE3HbIO Ha MOCJEIHEM >XKM3HEHHOM 3Tane. OCHOBHBIMH MPUYMHAMU
oTka3a 0onpHBIX OT UDI' ObuM CTpax OMEepaTUBHOTO BMEIIATENHCTBA M KOCMETHYE-
cKoro nedexra, a Takke OTCYTCTBUE MOJJAEPKKHU CO CTOPOHBI CEMbH WJIM HEYBEpPEH-
HOCTb POJICTBEHHUKOB B BO3MOKHOCTH yXO0/a 3a TaCTPOCTOMOM.

K HexenaTenbHBIM SBJICHUSIM MOCJIE TaCTPOCTOMUM OTHOCHJIM MOJATEKaHUE Ke-
JyIOYHOTO COKa Ha KOXY € pa3BUTHEM ee Manepauuu B 19,1% ciyyaeB — y 9 nanuen-
TOB, IIPH 3TOM MPOBOAWINA KOPPEKLUIO (PUKCALIMH TACTPOCTOMUYECKOMN TPYyOKH.

Pa3Butre runeprpanyssiuidi BOKpYT racTpocTombl HaOmoganu y 10 O60iabHBIX
(21,3%): y 4 manmeHToK yxe B TeueHue 2 MecsieB nocie UYDI, B npyrux cimydasx
cnycts 5 MecsueB U O6oiee. s mpopUIIaKTUKK U JIeYeHHs] pa3pacTaHusl TUIEprpaHy-
JSUUNA peKOMEH/I0BAJIM MECTHOE JICUEHHE, TTPOBOIUIN JOTOTHUTEIBHBIA HHCTPYKTAXK
POJICTBEHHHKOB I10 YXOAY 34 TaCTPOCTOMOM.

Tonbko y oHOM OOJIBHOW BO3HHUKIIO OCJIOXKHEHHE B BHUJE adciiecca NepeaHeu
OpIOLIHOW CTEHKH, MOTPeOOBABILIEE CTALIMOHAPHOTO JICYEHUS B T€UEHUE TPEX HEAECIb.
Tpem naruentkam (6,38%) ObUTM YCTAHOBJICGHHBIE OAJTIOHHBIE TaCTPOCTOMBI. J[BOE U3
HUX HUCIOJIb30BAIM HHU3KOMPOQPWIbHBIE TACTPOCTOMBI JJISI YMEHbBIICHUS] KOCMETHYe-
ckoro nedekTa.

«bamniep» cuHApoM (pa3pacTaHHe CIU3UCTOW OOOJIOUKM HaJ JUCKOM IS
BHYTPEHHEH (PUKcaluu ¢ 3aKyMOPKON BHYTPEHHEr0 OTBEPCTHS TPYyOKH) ObUT y TIBOUX
nanueHTok (4,3%), oH pa3Buiics yepe3 2 u 6 MecsueB nocie BeinoaHenuss Y9I u co-
MIPOBOXKIAJICSI HHTCHCUBHOM OOJIC3HEHHOCTHIO OPIOIIHOM CTEHKH B 00JIACTH BBIXOMQ
racTpoCTOMBI, KOTOpasi Oblla yJajlieHa B 3HJIOCKOMHMYECKOM OTAeleHuu. «bammep»
CUHAPOM B JAHHBIX CIydasX OOBSCHSJICS MOrPEIIHOCTIMHU yX0/ia 3a racTpoctomoil. B
NEPBOM Cllyyae MalMeHTKa OTKa3ajllach OT MOBTOPHOM TacTPOCTOMMH, MPOJOJIKANIA

MUTAThCA 4Yepe3 poT MOpUUSMU MpoTepTod nuum He Gosiee 100 miu 3a 1 mpueMm u
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ymepiaa yepe3 3 Mecsiia. Bo BTopom ciiydae marMeHTKa MOCTOSIHHO HMCIOJIb30Balia
HUBJI 1o 23 4acoB B CyTKH C MepepbIBaMH Ha €Iy U YUCTKY 3yOOB IOCIEC IIpUeMa Jio-
pasernama. Bormpoc o MOBTOpHO#M TacCTPOCTOMHUH HE OOCYKIAJCS B CBS3U C TSKECTHIO
cocTostHUSI 00JbHON. B TeueHue 2 MecsueB MalyeHTKa MpojoJiKaia MUTAThCs Yepes
poT. CMepTh HACTYIHIIA Yepe3 2 Mecslia MocJe yIaJleHus] TaCTPOCTOMBI Ha (DOHE TIPO-
TPECCUPYIONIEH ABIXaTSIPHON HEJJOCTATOYHOCTH U TSHKEJION CTETIeHU Tucharuu.

ITocne nepeBoga Ha MIBJI mo 3KCTpEHHBIM MOKa3aHUAM TaCTPOCTOMUIO BBITOJI-
i 14 mamuenTtam (8,6% oT o01iero KoiaudecTBa 00JBHBIX), U3 HUX 13 manueHTam
TracTPOCTOMMUIO BBITIOJHSUIA YHAOCKOTUYECKUM TTyTeM. OJIHOMY MAIUEHTYy — C UCTOJIb-
30BaHUEM J0cTyma 1o Kajuepy, KOTOphIH CUMTAeTCs MEHEE MPEAIOYTUTEILHBIM U 00-
Jiee TpaBMaTUYHBIM, TaK KaK HeceT OOJIbIIe PUCKa MOCICONEPAITMOHHBIX OCI0KHEHUH.
VY na”HOrO MamuMeHTa K TOMY € BMECTO TaCTPOCTOMHYECKOTO Habopa ObLIT UCIIOIB30-
BaH MO4YeBOM karetep Dosuies, uepe3 TPy HEAESTU MOCe ONepalvu MalMeHT CKOHYal-
csl OT MH(MEKIIMOHHBIX OCJIOKHEHUN (THOMHBIN EPUTOHUT).

[Turanue yepes Ha3oracTpaabHbIN 30H1 IpoBoAWIH 2 nanueHTam (1,2%) B ciny-
yae pa3BUTHUA TsHKEJIOW nucdarui U 0TKas3a NallueHTOB BBIMOIHATE racTpocTomMuto. [1o
SKCTpeHHBIM NoKazaHusaM B OPUT Takke nmosydyain nutaHne yepes3 Ha30racTpajabHbIN
30H] 8 marnueHToB (4,9%), naxoausmuxcs Ha BJI.

Hamre mccienoBanne nmokasajo, 4to miaaHoBas UDI — mocrarouno Oe3omacHast
XUpypruyeckas MaHUIYIISIUS, MPU KOTOPOH CEPhE3HBIC OCIOKHEHUS OBLIN PEIKO-
cThio. HU OJIMH MarueHT He yMep B MEepUOIEPAIMOHHOM MEPUOJE, a MEUaHa BbIKH-
BaemocTu naiuenToB nocite YOI coctaBuia 35 mecsues (Q;=30,5, Q3=39,5).

B monapnsromeM OOJBITMHCTBE CIIy4aeB racTpPOCTOMHS OKa3bIBajia IOJIOXKH-
TeJIbHOE BIUSHHUE HA T€UeHUE OOJIE3HU: MPeJA0TBpalliaia JalbHEeHIee CHUKEHUE Mac-
Chl Tejla, KylMUpOBajla TAKUE TSHKENIbIE CUMIITOMBI, KAK YyBCTBO T0OJ0/a M AMOIMO-
HaJIbHOE HANPSDKEHHE, a TAK)Ke CTpax aclupalyu Muilel, obnerdana yxoa 3a 00ib-

HBIMU.
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4.2.2. Koppekuus apixaTeabHON HeqocTaTouHocTH npu BAC

[Ipu KIMHUYECKOM OCMOTpE MAIMEHTOB OOpalllajd BHUMAaHHE HA HATWYUE Ta-
XHUITHOY, OPTOITHO?, BOBJICUCHUS BCIIOMOTATEILHON MYCKYJIaTyphl B aKT JbIXaHUs, Ta-
PaJoKCaNbHOTO a0JOMHUHAIBHOTO JBIXaHUS U CUMITOMOB TMIOBEHTHIISALIMK (HapylIe-
HUE CHA, YTPEHHSS TOJIOBHAS OOJb, YTOMIISIEMOCTH ).

Ha 4B cranuu Gosie3HU B CBSI3U C MOsBIIeHHEM cUMOTOMOB JIH BakHyio poJib
urpaja pecrnupaTopHas MOAJEpKKa U METMKaMEHTO3Hasi KOPPEKIUS CUMITOMOB JIHC-
mHod3. Ha 3Toi cragmyu Ha MOMEHT BKIIOUCHMS B HMCCIICIOBAaHMU Haxoauiiochk 21,6%
(35 marnmenToB) u3 obmieit BeIoopku u 53% (71 manueHT) cpenu maueHToB, UCCIIE0-
BAHHBIX TOBTOPHO 4Yepe3 6 MEeCALIEB.

Jlapunrocna3Mbl B Te4eHHE Bcero 3aboseBanus ormeuanu 24,3 % - 18 manueH-
TOB. JlJis1 yMEHBIIEHHS JapUHTOCTa3MOB U TPEBOXKHOCTH TPHU JAUCIHOD OOCYKIaIH
BOIIPOC Ha3Ha4YeHUs 0€30/1Ma3eMUHOB, KOTOPbIE MOTYT BIUATH HA 3TU CHUMITOMBI, HO
HE BJIUSATH HA IPOTHO3 3a00JIeBaHUS.

ben3oamaszenuusl noaydanu 25 manueHToB - 22,5% ocHOBHOM rpynmsl. M3 HUX
AMU30AMYECKM NP JIApUHTOCMAa3Max Jiopa3ernaM WM aHajioru (Auazenam, KIio-
Hazenam) nojiydanu 12 manueHToB, U PEryJsipHO MpU AUCIHOA B couetanun ¢ HUBJI
— 13 nanuentoB. Jlopazenam o61agaeT NPEeUMyIIECTBOM (KOPOTKUM JIEHUCTBUEM, JTyd-
el MepeHOCMMOCTBI0) MO CpaBHEHUIO ¢ aHanmoramu. K cokanenuto, B Poccuu Jjo-
paszenam peanu3yeTcsl TOJIbKO B anTekaxX MOCKBBI, 3TO ONPEAEIWIO €r0 HU3KYIO J10-
cTynmHOCTh AJis skutenert Cankt-IlerepOypra.

Mopdun B 103e 30 MI B CyTKH TIEpOpaIbHO MOJydyaja OJHa MalueHTKa Mpu Co-
YeTaHUU JUCIHOA U Ooneoro cuHapoma B 10 6amtoB mo HOIL. B ganHom ciyuae
ObUT JOCTUTHYT 3HAYUTEIbHBIM MOJIOKUTEIBHBINA APGEKT B BUIE KyNmUpOBaHUs Ooie-
BOT'O CHHJIPOMA U OJIBITIIKH.

[Tpusnaku JIH Hocunu Hecnenuduueckuit xapakrep y 28 maruentoB (17,3%):
YacThle HOYHBIC MPOOYKIEHUS, THEBHAS COHJIUBOCTH, MOBBIIMICHHAS YTOMIISIEMOCTD,

YTPEHHsIS TOJI0BHAS 00JIb.
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[TarimeHTaM 1O TTOKA3aHMSIM, BKJIFOYAIOIITAM CHMITTOMBI TUTOBEHTHIISILIUY W/WTTH
JTAaHHBIE HOYHOW MYJbCOKCUMETpUU (CHIKeHHe carypauuu <88% B TeueHue Oosee 5
MUHYT NOJpPsA), peKoMeH10Baau ucnosibzoanue HUBJI. 4 nanueHnTta npu cumnromax
TUIOBEHTWISIIMHA OTKA3aJIUCh OT MPOBEJACHHMS HOYHOW IynbcokcumeTpun u HUBJI,
CChUIAsICh Ha HEM30€KHOE MPOrPEecCUPOBaHUE U UCXO O0JIE3HHU.

HUBJI npumensnu y 41 nanmenta ocHOBHOU rpyninsl (36,9%), 4To 1MO3BOJIMIIO
YMEHBIINTh CUMITOMBI THIIOBEHTUJISILINY, TAaKHE, KAK HAPYLICHUE CHA, YTPEHHSA TO-
JoBHasi 00Jb, AHEBHAsT COHJIMBOCTb. B mocienctBue B CBs3U ¢ HEIPPEKTUBHOCTHIO
HUBJI 2 nanuentoB O0butn niepeBeaeHbl Ha UBJI uepes TpaxeocTomMy B MJIAaHOBOM I10-
pAIKe.

Ucnonb3oBanue HWBJI B noMamHuX yCIOBUAX CIOCOOCTBOBAIO CHUKEHUIO
OecnokoiicTBa mepes OyayuM y 22 nanueHToB (19,8%) 1 1M03BOJIMIIO UCTIOJIHUTH BO-

JIIO ITalIUCHTOB OCTAThBCA A0Ma B TepMHHaHLHOﬁ cragun 00JIC3HN.

4.2.3. AnbrepHaTUBHAs KOMMYHUKAIMA [IPU HAPYIICHUSX PEUYH Y OOJIbHBIX

BAC

Henpro ucnonb3oBanus AK y GonbHbBIXx BAC siBiisieTcst obecrieuenue sddek-
THUBHOCTH KOMMYHHKAIIM{ HA MAKCUMAJIbHO JJINTEIIbHBIA CPOK.

B pesynbrare ObicTpo nmporpeccupytonieit ausaptpun, ocodenHo npu b®, ecre-
CTBEHHasl peub BCKOpPE CTAHOBUTCS HECHOCOOHOH YyIOBJIETBOPUTH €KETHEBHBIEC IMO-
TpeOHOCTU MALMEHTOB B 00meHnH. (OcoOyo BaXHOCTh MPUOOPETAET MOBBILICHUE
OCBEOMJICHHOCTH MALMEHTOB U POJCTBEHHUKOB O BO3MOKHOCTH HCIIOJBb30BAHUS ME-
T010B AK M BaXXHOCTH NOJJEPKaHUs OOLIEHUSI MEXy HUMU. MeponpusITUs 1o MOojI-
JIEP’KKE BO3MOYKHOCTH OOILIEHUS CIEAYET pacCMaTpUBaTh KaK OJJHO M3 COCTABIISIOIINX
NaJUTMATUBHOW ITOMOLIH.

NunuBunyansHo nogodpanuelie cpeacrsa AK u ux apanranust K M3MEHSIOUIM-
Csl MOTPEOHOCTSM MAMEHTOB MOTYT IMO3BOJUTH 00ECTIEYUTh ABTOHOMMIO HA MO3THHUX

cTaausx 3a00JI€BaHUS.
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JIisi Bcex MAIMEHTOB C HAPYMICHUSMH Peud, HAOJIOMaBIIMMCS B KaOWHETE
[IMII, mer npennaranu cpeacrsa AK. Kaxaplii MeToJl KOMMYHHUKAIIMH BBIOMpPAIA B
3aBUCUMOCTH OT KJIIMHUYECKON KapTUHBI 3a00JIeBaHUsI (HATUYMS U COUCTAHUS MMape30B
PYK ¥ MBIIII] 1lI€U, BBIPAXKEHHOCTU Au3apTpuu). B kauectBe cpeactB AK pekomenmo-
BaJli HCIOJIb30BaTh TaONHUIbI, al(aBUT, MUKTOTPAMMbI M TEXHHUYECKHE CpEJCTBa
(TUTaHIIEThI, ACCUCTUBHBIE TPEKEPHI, CIEHUATbHBIE MPOrpaMMbl U NPUIIOKEHUS IJIS
cMapT(HOHOB U KOMITBIOTEPOB).

B nmporpamme oOyuenust metogam AK yuactBoBasiu 79 namuentos (71,2%) oc-
HOBHOW T'PYIIIIBL.

Hcnonp3oBanne Oymaru, JIOCOK CO CTHPAIOIIMMCS MAapKepOM WIIM TUJIaHIIETa
pexoMengoBanu 41 manuenty (51,9%) ¢ nuszapTpueil U OTCYTCTBHEM BBIPAXKEHHBIX
nape3oB B pykax. bonsmmHCcTBO nanueHToB ¢ b® BeIOupain 3TOT MeToA, Kak Hanbo-
jee nipuBbIuHbIM. [Io Mepe HapacTaHusl Mape30B PyK MAIMEHTaM C BBIPAXKEHHOW JH-
3apTpuel npeaaaraiu Tabauibl Jjisi OOIEHHUS.

Hawnbonee npocras B ucnosib30BaHuM Tabauma s oOmieHus (andaBuT) comep-
’aja OYKBBI, CTPYIIIUPOBAHHBIEC IO YACTOTE MCIOJIL30BAaHUS U BBIICIICHHBIC Pa3HBIMU
BeTaMU. DTOT METOJ ObUI HamboJiee MPOCTHIM, €ro KCIHOJIb30Balu 44 mMaiueHTa
(55,7%).

Pacmmmpennsie TaOmuubl s oOmIeHUsT (TUKTOTpaMMBbl) BKJIFOYAJIM OINMUCAHUE
dbpa3 U TeM pa3roBOpPOB, HaMOOJIEE YAaCTO UCIOJIb3YEMbIX B JKM3HEHHBIX CUTYaIIMsX.
Campble pacnpocCTpaHEHHBIE 3aMpPOChl OOJIBHBIX KJIACCU(PUIIMPOBAIIM 1O TEMaM U pa3-
nenaM. [TaruenTsl pykoi Wiy ria3aMu MOTJIM BBIACISTE pasziell, a 3aTeM TeMbl U (pa-
3bl BHYTPHU KaXJI0TO pasnena. [IukTorpaMmbl COBMENIANIN ¢ UCIIOJIb30BaHUEM ali(haBH-
ta 9 nanuentos (11,4%).

Tonbko 7 60sbHBIX (8,9%) UCTIOIB30BAH MPHUIIOKESHUS JJIsI CMapTPOHOB, KOTO-
pbI€ BOCIIPOM3BOIMIIN 3BYKH MPH HAKATUW HA UKOHKY C 3apaHee 3alMCaHHBIM ayauro-
TekcToM. 14 marenToB (17,8%) npuMeHsUId MporpaMMbl, KOTOpbIE TOMOTal Harle-
4aTaTh TEKCT U MPEOOPa30BBIBAIA €T0 B TOJIOCOBOE COOOIICHHUE, B TOM YHCIIE JJIsi 00-

nieHus no tenedony. TpeBokKHbIE KHONKH UCIOJIb30BaIM 7 manueHToB (8,9%), koo-
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KoJIbuuKHU — 3 maruenTa (3,8%) 17s mpuBJIeYEHUS BHUMAHUS YXaXUBAIOLIETO MepCco-
HaJjia WK YWICHOB ceMbH (Tabmuna 17).

[Ipn HanuuuMu aHapTpuu U rpyObIX mape3oB B pykax o 0-1 6amwa 16 nauueH-
taM (20,3%) peKOMEHI0BAIM UCIOJIb30BaTh ACCUCTUBHBIN TpEKep. DTO YCTPOMCTBO
npesCcTaBiIsieT co00l MH(pPaKpaCHYIO KaMepy, PaClO0KEHHYIO PSJIOM C 3KpaHOM, KO-
Topasi (oKycupyercss Ha 3pauke yenoBeka. C MOMOINBIO HANpaBIICHUS B3IJIAA Ha
JKpaHe MOHUTOpPA KOMIIBIOTEpA, Kypcop mepeMeriaercsa B 3Ty TO4Ky. KMk Mblmum
OCYILIECTBIISIETCS 3aMEJIEHHBIM MOpraHueMm. TakuM oOpa3oM, ¢ NOMOUIbI JaHHOTO
nprudopa MOKHO HCIOJb30BaTh OCHOBHBIE (DYHKIIMM KOMITbIOTEpA 0€3 ydacTHs pyK U
roJjoca.

9 nanumenTtoB (11,4%) ycrnemHo oCBOMIM acCUCTUBHBIE Tpekepbl. OnHa manu-
eHTKa ¢ OynbOapHON (HOpMOM IpU aHAPTPUU MOCTOSHHO HCIIOJIb30Bajia TPEKEp B Te-
YEeHHUE YETBIPEX MECSLEB JO CaMOM CMEPTH, € yJaBajoCh I€4aTaTh TEKCThI HA KOM-
NBIOTEPE C BBICOKOM CKOPOCTHIO, 0€3 3aJIep>KKU OTBEYaTh Ha BOIPOCHI COOECEIHUKA U
Jake MpOJ0JDKATh MucaTh CTUXU. [lalMeHTKa ¢ MOSICHUYHO-KpecTHOBOM (opmoii Ha
NBJI Ha MOMEHT OKOHYaHHS MCCIENIOBAHUS NPOJOJDKAIA MCIOJIb30BaTh TPEKEpP HE-
CKOJIBKO pa3 B JIeHb MO 2 yaca i oOIeHUsl ¢ OIM3KUMU. BOJbIIMHCTBO OOIBHBIX
MOTJIM MCTIONIb30BaTh TPEKEP B MOJOKEHUU CUS ISl OOIIEHUS ¢ POJCTBEHHUKAMU U B
CETH UHTEPHET.

Hcrnonbs30BaHnEe aCCUCTUBHBIX TPEKEPOB JaBAJIIOCH HEJIETKO JUII OCBOCHHMS I1a-
LIMEHTaM, KOTOPbIE PaHEE AKTUBHO HE MOJIb30BAJINCH IEPCOHAIBHBIM KOMIIBIOTEPOM. 5
ceMel BepHYJU acCUCTHBHbIE Tpekephl B kaduHet [IMII. Y3 HuX 2 maumeHToB OTMe-
qanu OBICTPYIO YTOMJIIEMOCTb TJ1a30/IBUTATEbHBIX MBIIIL], POJCTBEHHUKH OCTAJIbHBIX
3 MaIMEeHTOB CChUIATUCH HA TPYAOEMKOCTh B MCHOJIB30BAHUM IO CPABHEHUIO C TAOJIH-
aMu 217151 OOIICHHUS.

[TanpeHTaM ¢ yMEpPEHHBIMH Mape3amMu B PyKaxX U CI0KHOCTBIO MCIOJIb30BAHMS
MBIIIM U KJIABUATYPbI JJIs1 HOYTOYKa, PEKOMEH0BAIM MCIOJIb30BaTh a’dpOMBbIIIb, KO-
TOpasi MO3BOJISIET MEPEMENIATh KypCOp MO 3KpaHy C NOMOILBIO JIETKOrO ABUKEHUS Py-

KU B BO3JIyXE€.
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Yacte nanuenToB (12 yenosek — 15,2%), HECMOTpsT Ha HEBHATHYIO JUISL OKPY-
KAIOUINX pedb, B AAJIbHEHIIEM OTKa3bIBAIUCH OT cpeAcTB AK. DTo ObuIO CBsI3aHO €
PSIOM MPUYHH, B TOM YUCIIE C OTPULIAHUEM OO0JIe3HH, KOTOpoe POPMHUPOBAIOCH B Ka-
YeCcTBE 3aLUTHOM peakluy opraHu3Ma Ha Tspkesoe U (aranbHoe 3aboseBanue. Poa-
CTBEHHHKHU HEKOTOPBIX MAallMEHTOB OTKa3bIBAJIUCh OT OCBOeHUs1 MeTo0B AK 1 obma-
JIUCh UCKJIIOYUTENIBHO C UCIOJIb30BAHUEM MHMHKH, B3IVISIIOB M JKECTOB. B kadecTBe
IPUYUH OTKa3a oT cpeacTB AK manumeHTs! yka3plBald Ha TO, YTO OHM HE MOTYT IOJI-
HOLIEHHO 3aMEHUTh peub. POACTBEHHUKH U yXa)KMBAIOIINE OTBEYAJIN, YTO C IOMOILBIO
MUMHKH, B3TJI0B U )KECTOB MOT'YT MOHATh OCHOBHBIE 3aIIPOCHI OOJIBHBIX, B TO BpEMs

KaK MCTOAbI AK Tpe6y}0T AOIIOJIHUTCIBHOI'O BPCMCHH HAa OCBOCHHC U TCPIICHUA B UC-

MOJIb30BaHUH.

Tabnuma 17 — Mertoab! allbTepHATUBHON KOMMYHUKALIUU
Metonsr AK KomuuectBo | Homs, %

MAIMEHTOB

Hcnonb3zoBanne Oymaru, J0COK CO CTUPAIOIIMMCS MapKe- 41 51,9
poM, ITUIaHIIIETa PEKOMEHJOBAINCH MPHU AU3APTPUU U OT-
CYTCTBHH BBIPQKEHHBIX MTAPE30B B pPyKax
Tabnuna ajist oOenust (andasur) 44 55,7
Pacmmpennbie TaOMIBI ¢ OMMCAHUEM KU3HEHHBIX CHUTYa- 9 11,4
Ui, TeM 1 ¢pa3 (MMKTOrpaMMBbl)
[Tpunoxxenus nist cMapTdoHa ¢ 3apaHee 3aMCaHHBIMU CO- 7 8,9
OOIIIEeHUSIMU
IIporpammer mmsa [IK, koropsle moMoranu HameyaTaTb 14 17,8
TEKCT U MPEenpeoOpa3oBaTh €ro B rojIOCOBOE COOOIIEHHE, B
TOM YHCJIE JJIs O0IIeHus 10 TeaedoHy
TpeBoKHBIE KHOIIKU 7 8,9
Konokxoapuukn 3 3,8
ACCHCTHBHBIC TPEKEPHI 16 20,3
AdBPOMBIITH 6 7,6
Bcero 79 100

Takum o0Opa3om, BHenapeHue cpenactB AK B exeqHEBHOE MCIOJb30BAHUE MPU
Pa3BUTHH U IPOTPECCUPOBAHUN HApYyIIeHH peun y narueHToB ¢ BAC tpeboBaiio mo-

THUBAIIMU MAIIUEHTOB U YJIEHOB UX CEMEN W MOTJIO OBITh MOJIE3HBIM U 11e71eCO000pa3HbIM
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IIpU yCIOBUU HHIMBUIYaTBHOTO MOAOOpa KOHKpeTHBIX cpeactB AK ¢ yderom oco-
OCHHOCTEW KJIMHUYECKOW KapTUHBI, JIUYHOCTU KaXKIOr0 MAalUEHTa U BO3MOXHOCTEH
YIEHOB UX cemeil. Kak nmokazanu Hamum HaOnoAeHus, ucnosb3dyembie MeTopl AK ObI-
JM 3HAYUMBI U LieJecoo0pa3Hbl, TaK KaK IO3BOJISUIA MIPOJOJDKATh aKTHBHOE OOLICHHE
NAlMEHTOB U WIEHOB MX CEMEH, MOANEp)KUBATh AMOLIMOHAIBHBIX KOHTAKT C POJ-
CTBEHHHKAMU U JAPY3bsSMH, a B PsJC CIydyaeB Jaxe MO AepKUBaTh aKTUBHYIO TIpodec-
CHUOHAJbHYIO WJIM TBOPYECKYIO JESATEIBHOCTh OOJNBbHBIX, YTO, HECOMHEHHO, CIOCO0-
CTBOBAJIO YJIyUIIEHHE KAaueCTBA JKU3HM MAllMEHTOB, HECMOTPSl Ha MPOTPECCUPOBAHUE

0O0JIE3HU.

4.2.4. ®apmakoTeparnusi 60JIEBOTO CUHIAPOMA

Ha MoMeHT BKJIIOUEHHS B UCCIIEI0BaHKUE OOJb UCTIHITHIBAIM 47 manueHToB - 29
% u3 oO1el BHIOOPKU. YUUTHIBAasE OTCYTCTBHE CHEU(PUUECKUX PEKOMEHAAMN IS
kynupoBaHusi 6onu npu BAC, Hamu ObLIIM UCTIOJIB30BAHBI MPUHIIUITBI 00€300JIMBaHMS],
npuHATHIC B majutmatuBHOM momorm (HoeukoB I'.A. m ap., 2019; AGy3aposa I'.P.,
2018).

B nauane 3aboseBaHus MAIMEHTOB Yallle OSCIOKOWIM KPaMIu B UKPOHOKHBIX
MBIIIITAX, OOJbIIIe HOYHOE BpeMs, U paciuKyasiuu. QacuKyIsSIuN TPUHOCKIH JAHC-
KoM(dopT, HO, KaK MpaBHIIO, HE TpeOOBAIM MpUeMa rpenapaToB. Kpamiu Bo3HUKAIN y
6 mmarueHToB - 12,5%, crmactuueckas 00yb Oecriokonna 7 namueHTos -14,6%.

[Ipu cnactuyeckod 0OJIM M KpamMOu MPUMEHSIN MHOpENakcaHThl (OakiodeH,
TU3aHUAWH). Y 3 OOJbHBIX HaA3HAYCHUE MUOPEIIAKCAHTOB OBLIO OTPAHUYEHO B CBSI3U C
no0oyHbIMH 3 dexTamu (001as cinadbocTh, COHIMBOCTb, HAPACTAHUE MBIIIEYHOH Ccra-
00CTH B KOHEYHOCTSX C HapymieHneMm QpyHkiuu onopsl). [Ipu HeadpexTuBHOCTH M
pa3BuTHH TOO0YHBIX AP(DEKTOB HA (POHE MprUeMa MHUOPETAKCAHTOB HCIOIL30BAIIU
MPOTUBOAIUJIENTHYECKUE CpeAcTBa (JIEBUTHpAlLlETaM) WM O€H30[Ma3enuHbl (KIo-

Hazernam, guasernam).
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[Ipu pa3BuTHH TrIyOOKHX Mape30B BIUIOTH 0 TUIETHH B KOHEYHOCTSIX y 39,6%
(19 manMeHToB) pa3BUBajIach CKEJIETHO-MbIIIEYHasl 00Jb, B CBSI3U C HEBO3MOKHOCTHIO
CaMOCTOSITENIFHO TOMEHSTh TOJIoKeHne Tena. [lanueHTsl onmMChIBaIKM MO XapakTepy
00J1b B MapETHUHBIX KOHEUHOCTEH KAK «OKT'YIYIO», «HOIOIIYIO», «IIPOHU3BIBAIOIIYIOY.

CMmemanHbli Xapaktep Oo0iM, 4Yallle apTpajrMd B COYETAaHUU CO CKEJIETHO-
MBIIIEYHON 00JBI0 oT™Meuanu 15 manuentoB - 31,9%. Kak mpaBuio, aptpanruu Bo3-
HUKIJIM B IJIEYEBBIX CycTaBaxX IMpHu (POPMUPOBAHUHN KOHTPAKTYP, @ TAKKE B pe3yJibTare
MOCTTPaBMAaTUUECKUX U3MEHEHHU B CBSI3U C HEMIPABUIILHBIM MepeMeIlieHreM 00JIbHOTO
POJCTBEHHUKAMH WM YXA)KUBAIOIIHM ITEPCOHAJIOM.

CrioHunoreHHbld 00J€BOW CHUHAPOM B COYETAHUU C MBIIIEYHO-TOHUYECKUM
CHHIPOMOM B IICHHOM HJIM MOSICHUYHOM OTJIEJIaX MO3BOHOYHUKA WHTEHCHBHOCTHIO 2-
5 6amnoB HaOmonaIu y 34 namueHToB - 21,7%. boib B mieliHOM OT/ielie MO3BOHOYHU-
Ka pe(IeKTOPHOTO MBIIIEYHO-TOHHYECKOro renesa (3-4 6amia no HOI) nosnsunack
y 28 mauuentoB (17,8%) B coueraHuu co caabOCTbIO MBI IEU U 3aTPYIHEHUSIMHU
U YIAEP>KUBAaHUU TOJIOBBI B BEPTUKAIBHOM MOJIOKEHUH.

B kavecTBe Tepanuy HOUMLENTUBHONW 00JIM MHTEHCUBHOCTHIO 10 4 Oamios (y 33
nanueHToB — 70,2%) Ha3HavYaIM HECTEPOUIHbIE MPOTUBOBOCHIAIIMTEbHBIE MPEMAPATHI,
IPU XPOHUYECKOM OO0JIEBOM CHHIPOME MCIOJIb30BAIN MPOTUBOIMUICITHYECKUE CPEJI-
cTBa (rabameHTwH, mperadaimH). [Ipm MHTEHCHBHOCTOM OO0JEBOM CHHApOME B 7-8
6amnoB 4 nmanuenta (8,5%) monydanu Tpamanon. OxaHa nanyMeHTka mojiydana MophuH
MepOpaJIbHO MpHU 00JIeBOM cuHIapome B 10 6asios.

Meauna uatencuBHocTd 00au no mkaine HOIII cocraBuna 4,0 6amra (Q;=3,0,
Q3=5,0).

VY 5 nammentoB (10,6%) GoseBoit CHHIAPOM MOJIHOCTHIO KyHHpOBAJICS Ha (oHe
IIPUMCHIEMON CUMIITOMaTHYecKor Tepanuu, 42 nanueHTa (89,4%) mpomomkanu nc-
MBITBIBATH 0O0JIb, OJHAKO MHTEHCHBHOCTL OOJM CHU3WJIACH M COCTaBWJa 2,5 Oaiia
(Q1=2,0, Q3=3,0), 4TO CTATUCTHYECKU 3HAYUMO MECHBIIIC, YEM IPH TIEPBOM OCMOTPE

(p<0,001).
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Yepes 6 mecsiieB mociie BKIOYCHHs B UCCIIeJOBaHUE O0JIEBON CHHIPOM pa3BH-
BaJICsl y OOJIBIIIETO YKCIIa MAMEeHTOB - 58 yenoBek (35,8%). Meanana HHTEHCUBHOCTH
0oneBoro cunapoma coctarisuia 3,0 6amia (Q1=2,0, Q3=4,0).

[Ipu ocMOTpe MaMEHTOB B JUHAMUKE OOJM TAKKE HOCUIIM Pa3HOOOpa3HbIN Xa-
pakTep: KpaMId W CHacTHYeCKre OOJM BCTPEYATUCH pexe - mo 8,6% (6 marueHToB),
CKEJIETHO-MbIlIeuHass 00b pa3BUBAJACh MPAKTUYECKU Y TOJOBHHBI MAIIMEHTOB —
48,3% (28 manueHToB), CMeIIaHHbIN XapakTep 0osu 0611 y 20 manuentoB (34,5%).

boneBoli cMHIPOM B COYETaHMH C TIYOOKHMH Tape3amMH Hapyliaid COH y 28
nanueHToB (48,3%), npuBOs K YaCThIM IPOOYKIECHUAM B CBSI3U C MOTPEOHOCTHIO IO0-
MEHSATh NojoxkeHue tena. Co cIoB pOJCTBEHHUKOB, O0JIEBOW CUHAPOM CYIIECTBEHHO
CHIKAJI Ka4eCTBO JKM3HMU HE TOJBHKO MAlMEHTOB, HO U yXA)XUBAIOIIMX YJICHOB CEMBH.
TakuMm 00pa3oM, HECMOTpsI Ha 00ILlee CYXkAEHHUE O TOM, UTO OOJIb HE XapaKTepHa AJis
BAC, Ha no3gHux cragusx 3a00JieBaHUs MPU Pa3BUTHUU BBIPAXKEHHBIX MAape30B U IUIE-
THUH 3TOT CHUMIITOM CTAaHOBHUTCS OCOOCHHO 3HAUYMMBIM. JTO OOYCIIaBIUBAET aKTyallb-
HOCTb OOy4Y€HHUsl POJACTBEHHUKOB M YXa)KMBAIOILErO IEpCOHaa MPaBUIBHOMY I03U-
[IUOHUPOBAHMIO U PAIIHOHATBHOMY MEPEMEIICHUIO0 OOTBHBIX.

Hamm HabGmrofeHust MoKa3blBalOT, YTO YaCcTOTa MPOSIBICHUN 00JEBOr0 CUHIPO-

Ma ripu BAC siBnsieTcst He1OOLIEHEHHOM.

4.2.5. ®usndeckas u sprorepanus. [IpodunakTuka BTOPUYHBIX OCITOKHEHUM

IIPY IBUTaTEJIbHBIX PACCTPOUCTBAX

OU3NYECKYIO U DProTEPANMIO BKIIOYAIN B KOMILIEKC MYJIbTUAMCUUIIIIMHAPHON
ITOMOIIH Y MAIIUEHTOB OCHOBHOM I'PYTIIIHI.

PU3NYECKYI0 TEPANIUIO PEKOMEHAOBAIM MALIMEHTAM CO CIEAYIOIIUMU CUMIITO-
MaMU: OrpaHMuYeHuEe oObeMa JBIKEHUH B CyCcTaBaX, CHACTHUYHOCTb, KPaMIIH, CHIDKE-
HUE TOJIEPAHTHOCTHU K HArpy3Ke, TPYJAHOCTH OTKAUUIMBAHMS. DProTEPAIUIO UCIIOIb30-

BaJIu IIPpH 3aTPYAHCHHUHN BBITTOJIHCHUA OBITOBBIX HABBIKOB U CaMOO6CJ'IY)KI/IBaHI/I$[.
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du3nyueckyro Tepanuio pekoMeHaoBanu 68 6ombHBIM (61,3%) OCHOBHOI Tpym-
b, OHA BKJIIOYAIa KOMIUIEKC MHIUBUAYAIbHBIX YIPAXKHEHHUH (TTaCCUBHBIE, TACCUBHO-
AKTUBHBIC U AaKTUBHBIC) C YYETOM (POPMYJIbI JBUTATEIbHBIX PACCTPONCTB U XapaKTepa
*ano0. V3 HUX mpu BHICOKOM MBIIIIEYHOM TOHYce W Kpammu 16 marmuenTam (23,5%)
MPOBOJIMIIMN YIIPAKHEHUSI HA PACTITMBAHUE MBIIII] B COYETAHUM C IMOCTEIEHHBIM YBe-
JUYCHUEM 00beMa JBUKEHUH.

YMepeHHble Qpuznueckre Harpy3ku (ynpaKHEHHUsI C CONMPOTHUBJICHUEM U a3po0-
HbI€ YIPaKHEHUsI) Ha3Ha4yaau 25 6osbHbIM (36,8%) ¢ JerkuMu nape3aMu JJis TPeHH-
POBKHM BBIHOCIIMBOCTU MPHU CHIKEHUU TOJEPAHTHOCTU K Harpy3kam. MIHTEHCUBHOCTH
HArpy3ku BBIOMpaM WHAMBUIYATBHO OT JIETKOM 0 YMEPEHHOMW, 4acToTa 3aHSATUN —
€KEHEBHO MO COCTOSHUIO 00JIbHOTO. [IpO0IKUTENHHOCTE 3aHATHS BHIOUPATIN UH/IU-
BUJTyaJIbHO.

[Tpu ryOokux mape3ax y 22 60mibHbIX (32,4%) pEeKOMEHIOBAIU IMACCHBHBIC
yOpakKHEHUs [l TPOPUIAKTUKA BTOPUUYHBIX OCJIOKHEHUH (KOHTPAKTYp, OTEYHOCTHU
KOHEYHOCTe U TpoMOosIMOOun). Llenpio 3aHaTHII OBLJIO YBEIMUYEHUE WA COXPaHe-
HUE 00beMa JIBIDKEHHMI B CycTaBaX. 3aHATHSA PEKOMEHJIOBAJIM ¢ 4acToToM 1-2 paza B
JI€Hb C OTJILIXOM IO ME€pe HEOOXOAUMOCTH.

OcHOBHOI1 11€)1bI0 TI0JI00pa YIPAKHEHUN OBLIO 3aKpeTIeHNE HABBIKOB Y Tallu-
€HTOB U 00y4Y€HHE POJACTBEHHHUKOB JIJIsl TPOBEJICHUS YIIPAXKHEHUI HA JOMY.

[Mpunnunamu ¢Gu3nUecKoi Tepanuu ObLIU: PEryIspHOCTh 3aHITHH, n30eraHue
MepeyTOMIICHUS, TOCTAHOBKA KPATKOCPOYHBIX LIEJIEH.

N3 68 manueHToB, KOTOPHIM PEKOMEHI0BaIN (PU3UYECKYIO TEepanuio, IpUBEp-
JKCHHBIMU K TEpAIUU OKa3alIuch Juib 27 manuentoB (39,7%). B sToii rpynme namu-
€HTOB (hU3MYECKas Teparnus, CO CJIOB MalMEHTOB U WX POJACTBEHHHUKOB, yJydIllajia Ka-
yecTBO cHa 13 manumenToB (48,1%), ymensiuana 6oneBoil cunapom y 10 manueHTOB
(37,0%) u ynydmana mcuxojiorudeckoe coctosiHue y 24 mamueHtoB (88,9%). Ilpu
POTrPECCUPOBAHUN 3a00JIEBAHMS MALMEHTH HEPEAKO TEPSUIM MOTHBAIMIO K MPOAOJ-

JKEHUIO 3aHATUH.
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OproTtepanusi BKIIIOYaja KOMIUIEKC MEPOINPHUATHNA, OPUEHTUPOBAHHBIX HA CO-
XpaHEHHE €KETHEBHOM JCSATEIBHOCTH YEJIOBEKA C YUeTOM (PU3MUYECKUX OTPAaHUYCHUM.
3amaua 3prorepanuu — YIydlIeHHE KadecTBa XU3HU OOJBHBIX, KOTOPBIC YTPATHIIH
JBUTATEIHHBIC CIIOCOOHOCTH HE MOTYT COBEPIIATh OOBIYHYIO NEATECILHOCTH, 3a CUET
COXpaHEHUs] caMOOOCTyKMBaHUSI B JIMYHON T'MTHEHE, MOOMIBHOCTH, COLMATIBLHOMN aK-
TUBHOCTH. Llenb sprorepanuu — Hay4YUTh MAIUEHTA KaK MOXKHO JIOJIBIIIE OOCTY>KUBATh
ce0si caMOCTOSATEIIBHO.

DprorepaneBTUYECKUE MOAXOAbl BKIIOYAIN CHEIUaIbHbIe METOABl OOYUECHUS U
3aKPETUICHUSI IBUTATEIHPHBIX HABBIKOB (B IMEPBYIO OYepeIh BCTABAaHWE W XOh0a ¢ TI0-
CTAaHOBKOM IEIH — «IOWTH JI0 YMBIBAJIbHUKAY, «IOUTHU N0 TyajeTay). Kpome Toro, B
3aJa4M dProTepaneBTa BXOAWIN MOAOOp M oOydeHHe MPaBUIBHOMY HCIOJIB30BAHUIO
TEXHUYECKUX CPEJICTB peadMIUTallud U a0uiIuTaluKu (Kpecia-KoJsICKH C MEeXaHuye-
CKUM WJIH JIEKTPUYECKUM MPUBOJIOM, GYHKIIMOHATIBHBIE KPOBATH, KPECIa JJIsi BAHHBI,
TOJIOBOJICPKATENH), TMOJ00P W M3TOTOBJICHHWE 3PTOHOMUYHBIX MPUCIOCOOICHUN IS
npremMa MU, peKOMEHIAIMH 10 aJlalTallid KBapTUPHI C YYETOM U3MEHEHUS COCTOSI-
HUS JBUTATEIIPHONW aKTUBHOCTH OOJIBHOTO.

[Tpu mape3ax qUCTaNbHOW MYCKYJIATYPhI PYK H TPYIHOCTSX YACP>KaHUS CTOJIO-
BBIX TTPHUOOPOB PEKOMEHIOBAIU CJICIYIONIUE MPUCIIOCOOICHUS: JIETKUE TI0 BECy CTO-
JIOBbIE TIPUOOPHI C M3MEHEHHBIM H3THMOOM (C OTKJIIOHEHHWEM BIIPaBO WJIM BJIEBO) U
YAEPKUBAIOIINM KPETUICHUEM JIJIsi PYKH, YTOOBI MPOoIIe OBbLIIO0 IOHECTH MPpUOOp 110 pTa;
COJIOMUHKH JJISI TIUThS;, KPY>KKU C OOJIBIION PYUYKOW, B KOTOPYIO YEThIpE Maiblla Mpo-
XOJIAIT Yepe3 pydKy, uTo O0JerTyaeT yAepxKaHue KpyKku. [ obnerueHus nepeoaena-
HUS PEKOMEHIOBAIM OISy U 00YBb C 3aCTeXKaMU Ha Jumnydykax. ljist TyaneTa moso-
CTH pTa PEKOMEHIOBAIIN AJICKTPUICCKUE 3YOHBIC MICTKH.

Koncynpranum u HabmoaeHne sproreparneBToB noiaydai 41 manuent - 36,9%.
Pemenus mo moBoAy aganTaiiiy JIOMaIIHETO MPOCTPAHCTBA JJisi OOJeruyeHus yxoaa u
po0JIeM ¢ MOOMIIBHOCTBIO MPUHUMAJIUCH C YYETOM KPATKOCPOUYHBIX M JOJTOCPOYHBIX

uesnent. [Ipeacrasnsem onucanre KIIMHUYECKOTO CITy4dasi.
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[TanueHnTka 68 neT ¢ HATMYMEM MAape30B B JUCTAIBHBIX OTAENaX PyK 10 3 Oai-
JIOB, B MPOKCUMAJBHBIX - 10 4 0aJIoB, B HOrax /10 2 0aJyIOB B CBSI3U C IIPOIPECCUPY-
IOLEN MBIIIEYHOU CJIa00CThIO MepecTana BEIXOAUTh U3 CBOE KOMHATHI. L{ens aprote-
pPaneBTUYECKUX MEPOINPHUATUN — MAKCUMAIBHO JIOJITO COXPAaHUTh CaMOOOCITyKHBaHUE
U IPOAOJDKUTH CaMOCTOSITENIBHO NEPEBUTAThCS 110 KBAPTUPE, YUaCTBOBATh B IIPUTO-
TOBJIEHUU €bl U MPUHUMATh MUILY Ha KyxHe. /[yt 3Toro Obuia NpoBeaeHa KOHCYJIbTa-
Usl SProTepaneBTa Mo MOBOAY ajanTaluu KBapTUpbl. C MOMOIIBIO POJICTBEHHUKOB
yZaJ0Ch 3HAUYUTENbHO YMEHBIIUTh OTPAHUYEHUS M OOJIETYUTh JOCTYI MAllMEHTKH Ha
KYXHIO, @ IMEHHO YMEHBIIHUTh BHICOTY TIOPOTOB B ABEPHBIX MPOEMaX, CHAThH C METEIb
JIBE€pb, OTPAHUYUBAIOLIYIO MIPOXOJ, U3MEHUTH TOJOKEeHUE Mebenu Ha KyxHe. Taxoke
JUTsl OOJIbHOM OBLIIM M3rOTOBJIEHBI CTOJIOBBIE MPUOOPHI C YAEPKUBAIOIINM KPEIJICHUEM
JUISL KUCTH U YAOOHBIM M3TMOOM, YTOOBI UX MpoILEe ObLIO JOHECTH A0 pTa. B pe3ynbra-
T€ MalUEeHTKa CMOTJIa CAMOCTOSTENIBHO MPUXOAUTh B KYXHIO C IIOMOILIBIO XOJAYHKOB-
pOJIIIATOPOB, MPOJIOJKATh YYaCTBOBATh B IPUTOTOBJICHUH €bl U IPUHUMATh MUY Ha
KyXHE B TEUEHHE JIBYX MECSLEB.

B cBsi3u ¢ mporpeccupyromyM xapaktepom 3a0ojeBaHus, pa3BuTueM addek-
TUBHBIX HAPYIICHUW B BUJE TPEBOTH U JACTMPECCHUHU, a TAKXKE MCUXOJOTHUYECKHUMHU MPO-
OJeMaMd U SMOIMOHAJIBHBIM BBITOPAHHEM POACTBEHHUKOB, HE BCE MALUEHTHI,
HaOmoaaBmecs B kabunere [IMII, 3anumanuce Gpusnyeckoi Tepanueil U ObLIN TOTO-
BBl QIaITUPOBATH JOMAIIIHEE MPOCTPAaHCTBO. PekoMeHmanuu cobitoanu ToJlbko 28
cemeii u3 41 (68,3%). Mbl OTMETHIIH, YTO B OOJIBIIMHCTBE CEMEMH, I/ie OOJIbHBIE C IJIH-
TEJIbHBIM CTaK€M OO0JIE3HU, POACTBEHHUKH MPUCIIOCAOIUBAIOTCS K CIOXKHUBLICHCS CH-
Tyallly, CTEPEOTUITY YXaKUBAHUS U HE IPUEMIIIOT U3MEHEHUSM M BMELIATeIbCTBAM B

IIPUBBIYHYIO KU3Hb.
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4.2.6. Koppexkuus ah(HheKTUBHBIX PACCTPOMCTB U AMOLIMOHAIBHBIX HAPYIICHUH

npu BAC. [lcuxonoruueckas moaaepkka

BrisiBnenne apdexruBabix Hapymenuit npu BAC ocnoxxHseTcs TeM, YTO CHMII-
TOMBI OCHOBHOTO 3a00JIeBaHUSI MOTYT OBITb COIPOBOXKIATHCS CHUMIITOMaMHU, CXOJIHBI-
MU C MOPOSBJICHUSIMH JIEPECCUU U TpeBoru. Hampumep, mporpeccupyroias noTeps
MacChl Tejla, CHUXKEHHUE alllleTUTa, MOBBIIICHHAs YTOMIISIEMOCTb, OO0IIas ciadoCTh,
HapyILIEHUs CHA C PAHHUM MPOOYKJACHUEM MOTYT OBITh MPOSIBICHHEM KaK OCHOBHOT'O
3a0oseBaHus, Tak U ad(PEKTUBHBIX PACCTPOUCTB.

UccnenoBanue ypoBHs TpeBoru u aenpeccuu o mkaie HADS, nmpoBenenHoe y
68 nmanueHToB, cpeau Hux 24 nanuenta c LIT'®, 22 — [IKD, 19 — b®, 3 — [II'D, noka-
3aJl0, 4TO B CTPYKType apeKTUBHBIX HApYIIEHUN y OOJNBHBIX Mpeodiaganu cyoTpe-
BOKHBIE paccTpoiicTa B 29,4% (y 20 4enoBek), CyOKIMHUYECKas ISTIPECCUsl BCTpeda-
nacek y 26,5% mnamuenToB (18 yenoBek). KnmmHuyeckn BbIpaKEHHYIO JIETIPECCUIO BbI-
spin 'y 17,6% mnanuenToB (12 4enoBek), Toraa Kak TPEBOKHBIE pACCTPOUCTBA BCTpe-
yaiauck pexe — y 7,4% nanuentoB (5 yenosek) (auarpamma 4.2.6.1.). Meauana ypoB-
Hs TpeBoru coctaBuia 6,0 6amios (Q1=3,0, Q3=8,0), ypoBHs nenpeccuu — 6,0 6amioB
(Q:1=3,0, Q5=9,0).

YpoBeHb TPEBOTW U JCMPECCUU B Ipynmax MalMEHTOB MYXCKOTO M KEHCKOTO
MoJIa CTATUCTUYECKH 3HAUMMO He paznuyanuch (p=0,294 u p=0,052 cOOTBETCTBEHHO).
Y MyX4MH ypoBeHb TpeBoru coctaBui 5,5 6ammoB (Q1=3,0, Q3=8,0), y xxenmun — 6,0
oamtoB (Q1=4,0, Q3=8,0). YpoBenp nemnpeccun y MyX4uH coctaBuia 5,0 OasioB
(Q1=3,0, Q3=8.,0), y sxenmun — 8,0 6amios (Q1=3,0, Q;=11,0).

ITo gaHHBIM ompoca MAIMEHTOB BO3HUKHOBEHHE a(EKTUBHBIX PACCTPOUCTB
OBLJIO CBSI3aHO C TICUXOTPAaBMUPYIOIINM BIUSHUEM WH(DOpPMAIMK O TMATHO3€ HEU3JIe-
YUMOTO 3a00JIeBaHUS, TOTEPEH HE3aBUCUMOCTH M CaMOOOCITYKUBaHHUS, 3aBUCHMOCTBIO
OT YXa)KUBAIOUIUX JIUL, IPEJICTABIIEHUEM O JIETAJTbHOM HCXO0/€e 3a00JIE€BaHuUS.

Cpenu Tectupyembix 16 manueHToB (23,5%) OTKa3bIBaIMCh OT MPOTYJIOK, HE-

CMOTpsA Ha (1)I/I3I/I‘I€CKYIO BO3MOXHOCTb U IIOMOIIlb POACTBCHHHUKOB, CTApaJIUCh CKPBLITH
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OT HEKOTOPBIX POJACTBEHHHKOB U JApy3eil Hainuue Henyra. 17 manueHtoB (25%) Ha
MOMEHT T€CTUPOBAHUS OTKA3BIBAIUCH OT 3aHATUN (PU3UUECKON Teparueid, 3 narueHTa
(4,4%) oTkazaymch OT BBITIOJHEHUS criupoMeTpuH, 7 manueHToB (10,3%) penmm ot-
CpOYMTH 00CYKJIEHHE MTPOTHO3a 3a00IeBaHMsI M METOAAX KOPPEKIUU Tucharuu myTem
Yor.

Takum 006pa3om, ICUXOJOTUYECKHE (PAKTOPHI OKA3BIBAIM HETATUBHOC BIIMSHUEC
Ha TEUYEHUE W MPOTHO3 OCHOBHOIO 3a00JI€BaHHMS — CHIDKAJIM KOMIUIAEGHTHOCTh K
CUMIITOMATUYECKON Tepanuu, NAJJTHATUBHBIM M PEa0MIMTAIIMOHHBIM MEPOIIPUSTUSM,
CHIDKAJIM YPOBEHb COIIMANLHON aanTalllu.

C 1enp0 yMEHBIICHUS JENPECCUBHBIX U TPEBOKHBIX PACCTPONCTB, MOOMIM3A-
I PE3EPBHBIX BO3MOKHOCTEH OpraHWU3Ma W YJIy4YIIEHHUS KOMIUIAEHTHOCTH B OTHO-
IICHUH JPYTUX BUJIOB CUMIITOMAaTUYECKON W MaUIMaTUBHOU Tepanuu O0osibHbIM BAC
MPOBOJMIM (PapMaKoJIOTUYECKHE U HePapMaKOJIOrHYeCKue METOIbI JeueHus. Papma-
KOTepaIus BKJII0Yaia aHKCHOJIUTHUECKHE MpenapaThl — OEH30AHa3enHbBI (JIopa3enam,
KJIOHA3€eTaM, TMa3ernam) U aHTUJICTIPECCAHThI — CEJICKTUBHBIE MHTMOUTOPOB OOPATHOTO
3axBaTa CepOTOHMHA (ICIUTATIONPAM, IUTAIONPAM, ITAPOKCETUH, CEPTAIINH), HOpaIpe-
HEPTUYECKHe W Crenuuueckrue CepOTOHMHEPTUYECKUE aHTHICTIPECCAHThl (MHUaHCe-
pUH, MUPTA3aIuH).

AHTHAETpEecCaHThl nosiydanu 37 00ibHBIX OCHOBHOM rpynisl (33,3%), u3 Hux 6
naiueHToB (5,4%) B TedueHue mepBoro rojaa 0oie3Hu, Koraa uHGOpMaIUs O Heu3Je-
YIUMOM 3a00JIEBaHUM MPOU3BOMIA IECTPYKTUBHOE BIUSHUE HA TICUXHUKY MAI[UEHTOB,
OCTaJIbHBIC MAIMEHTHI - Ha O0JIee MO3AHUX CTpOoKax Ha (poHe mporpeccupoBaHust 3a00-
neBanus. OT mpuemMa aHTHIEpPeccaHToB oTkazanuch 12 manuentoB (10,8%), ccbuia-
SCh Ha PUCK TTOOOYHBIX (PGHEKTOB U TaKUE JIOKHBIC MPEICTABICHUS, KaK CTpax 3aBU-
CHUMOCTH.

[Tomumo papmakotepanuu nist Koppekimu adPEKTUBHBIX HAPYIICHUN UCTIOJIb-
30BaJId METOJIBI TICUXOJIOTHYCCKON MOIICPKKH. J[7151 pOACTBEHHUKOB MAIIMEHTOB TaK-

e OblJIa CO3/1aHa TPYIINa MCUXOJIOTHYECKON TTOIEPIKKH.
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3a KOHCYJIbTAIIMEH TICUX0JI0TOB 00paTiuch 21,6% mogonednspix (24 yenoBeka).
[Tpuuem 11,7 % GonbHbIX (13 yenoBek) Mogyyanu OJHOKpPATHbIE KOHCYJIbTAIUU COB-
MECTHO C WwieHaMH ceMbd. Kak mpaBmio, B OOIBIIMHCTBE CIy4aeB HHUITHATOPAMHU 00-
paiieHuid ObUTM POJICTBEHHUKH NanueHTa. 9,9 % naruentoB (11 denoBek) momy4yuian
Oosnee 3 KOHCYNbTallMi MCUXoJiora. boybHBIE, TOMyYaBIIME MCUXOJIOTHYECKYIO TMOJ-
JEPIKKY, OTIUYAINCH JTYUIIeH MCUXOCOMAILHON amanTanueid K 3a00JICBaHUIO U W3-
MEHEHHUSM YCJIOBHH KU3HHU.

Ha done npoBoanMoii KOMITJIEKCHONW MYJIbTUIUCIUIIIMHAPHON Teparuu TECTHU-
poBanue no mkaie HADS depe3 6 MecsmeB mpoBOIUIOCH B TMHAMHUKE MTPOBEICHO Y
42 manueHToB OCHOBHOM rpymisl (43,2%), cpeau Hux 15 manuentos ¢ bd, 13 — [TIKD,
12 — II'®, 2 — [II'®. YpoBeHb TpeBOTH B AWHAMHKE CHM3WiICS a0 4,0 Gamion
(Q1=3,0, Q3=6,0), yposensb memnpeccun — 10 5,0 6ammos (Q;=3,5, Q3=7,0), uro craru-
CTUYECKH 3HAYMMO OTJIMYAETCS OT aHAJIOTHMYHBIX MMOKa3aTele Ha IpU MEepBOM TECTHU-
poBanuu (p=0,003 u p=0,044 cooTBETCTBEHHO) (PUCYHOK 9).

7

1 ocmoTp 2 ocMoOTp

=—TpeBora Jenpeccus

Pucynok 9 — Jlunamuka ypoBHel ap(h)eKTUBHBIX HApYIIEHUN

JUist onpenenenrs HalIu4us B3aUMOCBA3EH MEXy YPOBHEM TPEBOTH M JIETIpEC-
CUU C BO3pacToM Hauaja 3a0oJieBaHusl, oueHkoi no mkaie ALS FRS-R, dopmoit BAC
U JJIUTETLHOCTBIO 3a0051€BaHus, ObLII MPOBEICH KOPPEISLUOHHBIN aHAN3.

VY CTaHOBJIEHO, YTO BBIPAKEHHOCTh TpeBOorH y mamueHToB ¢ BAC 3aBucur or
BO3pacTa Haydaja 3a00JIeBaHUs. Y MEpEHHas OTpULIATENIbHAs CTATUCTUYECKU 3HAYNMasi

CBA3b CBUACTCIILCTBYCT 00 OTHOCHUTEIBLHO BBLICOKOM YPOBHC TPCBOTH Yy NALMCHTOB C
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0osee panHuM Havasiom 3adoseBanus (p=-0,314, p=0,009). Takxe MO>XHO TOBOPHUTH O
aHAJIOTUYHOW B3aUMOCBSI3M YpPOBHS JENPECCUU C BO3PACTOM Hayana 3aboseBaHMs
(cnabast oTpuIIaTeIbHAS CBSI3b) B CIIydae yBeJMUYCHUs n3ydaemoii Beioopku (p=-0,216,
p=0,078). Mexny npyrumu npuszHakamu ((QyHKIMOHAIBHBIM AehUIUTOM, (HOPMOii
BAC, nnutenbHOCTBIO 3a00JI€BaHNSA) U YPOBHAMU a((EKTUBHBIX HAPYLIIEHUH CTaTH-

CTHUYCCKH 3HAYUMOM CBSI3M HE OBLJIO YCTAaHOBJICHO (Tabwmia 18).

Tabnuua 18 — 3aBucumMocTh aPHEKTUBHBIX PACCTPONUCTB OT KIMHUYECKUX Xa-

PaKTEPUCTHUK 3a00JICBaHUS

Kod(pdunreHT Koppensuuu (p)/ ypo-

ITpusnax BEHb 3HAYUMOCTH (D)
TpeBora JCTIpeccust
-0,314 -0,216
Bospacr Hauana 3a001€BaHuUs, JIET

0,009 0,078
-0,048 -0,106
Onenka no mkane ALS FRS-R, 6amisr 0.700 0.390
0,175 0,158

() BA : :
opva bAC 0,153 0,198
ITepuon MeXIy 1aTol Hadana 3a00JeBaHKs -0,164 0,002
n quargoctukoit BAC, Mecsiibl 0,181 0,988

Urak, y o0cinenoBanHbix HaMu 0onbHBIX BAC mpeoOnananu cyOTpEeBOKHBIE U
cyOienpeccuBHbBIE PacCTPOMCTBA. YPOBeHb TpeBOoru U aenpeccuu npu bAC He ObumH
CBSI3aHBI BBIPAXKEHHOCTHIO HEBposiornyeckoro nedunmra mo mxkame ALS FRS-R,
dbopmoit BAC u 1iuTeIbHOCTBIO 3a00JI€BaHHUS.

Taxum 00pa3om, HaIlIK UCCIIEJOBaHMSI OKA3aJIM, YTO OpraHM30BaHHas U MpoBe-
JIEHHAs1 KOMIUIEKCHasi MYJIbTUIMCUUIUIMHAPHAS CUMIITOMATHYECKask MOMOIIb CIOCO0-
CTByeT CHIbKeHHUI0 ypoBHs TpeBoru (p=0,003) u aenpeccun (p=0,044) y maiueHToB ¢

OOKOBBIM aMHOTPO(PUYECKIM CKIEPO3OM.
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T'JTABA 5. OITUMM3AILIS CUCTEMbBI MEJIUKO-COILIMAJIBHOM

ITOMOIIU ITAIUEHTAM C BAC HA ITIO31H1UX CTANAX BOJIE3HA

5.1. DTryeckue U IEOHTOJIOTHUECKHUE aCIIEKTHI OKA3aHUs [TOMOIIX OOJIbHBIM

BAC

B uccnenoBaHuu Mbl CTOJIKHYJIHMCH KaK ¢ MPUMEpPaMU OCBEJOMIIEHHOCTH 00JIb-
HBIX, TaK U C HEJIOCTATOYHBIM MH(OPMHUPOBAHUEM MAIMEHTOB Ha JTale BBIMHUCKU U3
CTal[MOHapa O MPOTHO3€ CBOETO 3a00JIEBAHMUS.

CornacHo cratbe 22 nyHkTy 1 ®@enepansHoro 3akoHa ot 21.11.2011 Ne 323-d3
«O0 oCcHOBax OXpaHbl 310pOBbs rpakaaH B Poccuiickoii denepanumn» (nanee — 3aKoH
Ne 323-03), «...Kaxnaplii uMeer mpaBo MOJYyYUTh B JOCTYIHOH Il HEero dopme
UMEIOLIYIOCS. B MEUIIMHCKOM OpraHu3alui MHPOPMAIMIO O COCTOSTHUM CBOETO 3/10-
POBBSI, B TOM YHCJIE CBEICHHS O PE3YJIbTATAX MEAUIIMHCKOTO 00CIeI0OBaHUS, HATTUYUH
3a0oJieBaHus1, 00 YCTAHOBJICHHOM JIMAarHO3€ U O MPOTHO3€ pa3BUTHs 3a00sieBaHusA». B
NYHKTE 3 CKa3aHO, YTO «...MHpOpPMalHs O COCTOSHUU 3/J0POBbS HE MOXKET OBITh
IPEeI0CTaBlI€Ha MALMEHTY MPOTUB €ro BoJik. B ciydae HeOIaronpusiTHOro Mporsosa
pa3BuTHs 3a0osieBaHMs WHGOpPMANMS JIOJDKHA COOOMIAThCS B JEIMKAaTHON Gdopme
IpaKJaHUHY WM €ro Cynpyry (Cympyre), OJHOMY U3 OJM3KHX POACTBEHHUKOB (ze-
TSM, POJUTENSIM, YCHIHOBIICHHBIM, YCHIHOBUTEIISIM, POJHBIM OpaThiM U POIHBIM CECT-
pam, BHyKam, AeaylikaMm, 6a0yIikaM), eciu MaiueHT He 3alpeTusl coo0Imarh uM 00
3TOM U (WJIM) HE ONPEETU HHOE JIULIO, KOTOPOMY JOJKHA OBbITh NIEpeIaHa Takas UH-
dbopmarius.

Cpenu uccienoBanubix nanueHtoB 45,1% (73 denoBek) ObuM JTUYHO WHGOP-
MHUPOBAHBI O CBOEM 3a00JI€BaHNN Ha dTaIe JUArHOCTUKHU B cTarmoHape, B 41,4% ciy-
yaeB (67 4eoBeK) CBEACHHS O TUarHo3e M MPOTrHO3e ObUTH MEPBOHAYATBHO COOOIIEHBI
poactBenHukam. 13,5% narnueHnToB (22 yenoBeka) HE 0OCYXIaJIM MPOrHO3 3a00jIeBa-
HUS C JICUal[uM BpadyoM, I Moucka uHpopManuu o 00Je3HN o0paIaiuch K UCTOY-

HHUKaM CE€TH MHTCPHCT.


http://www.consultant.ru/document/cons_doc_LAW_121895/
http://www.consultant.ru/document/cons_doc_LAW_121895/
http://www.consultant.ru/document/cons_doc_LAW_121895/
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Ha amOymaropHom stame nipu oOpamennn B kabuner I[IMIIT 78,4% OGompHBIX
(127 4enoBek) HyXIaJIUCh B JIOMOJHUTEILHOM OOCYXJACHUM MPOTHO3a 3a00JeBaHuUs,
octanbHbie 21,6% (35 demoBek) coOOIMIIN, YTO YK€ 00Ia1ali NCUEPIBIBAONICH HH-
dbopmanmei.

JIums 1,9% (3 manueHTa) U3 BceX OOCIETOBAHHBIX OOJIBHBIX OTKA3aJHMCh 00-
CY)KIaTh MPOTHO3 3a00JIeBaHus, OJHAKO, B TeUCHHE | Mecsma oOpaTHUIINCh 3a TTOBTOP-
HOU KOHCYyJbTaIMeH N1l mpoAobKeHus: 0ecepl. OcTaabHbIe MAlMEeHThl BhICKA3bIBAU
JKeJIaHUe Y3HaTh CBOM JIMarHO3 U MPOTHO3 3a00JIEBAHMUS.

VY 11,7% (19 nanuentoB) Ha MoMeHT oOpateHust B kabunet [IMII o quarnose
OBLIIM OCBEIOMJIEHBI TOJIBKO pOACTBEHHUKH. M3 HUX poactBennuku 73,7% (14 6omnb-
HBIX) 0OpaTHIIMCH C BOIIPOCOM: «CIIEIYET JIM 0OCYKIATh JUATHO3 M OTKPHITO TOBOPUTH
0 ero nporuose ¢ 0onbHBIM?». PoncrBennuku 57,9% nanuentoB (11 venoBek) oOpa-
TUJIMCH 32 TIOMOIIBI0 B COOOIIEHUH JUarHo3a u ero nporuosa. Hanporus, B 36,8% ce-
Meit (7 O0BHBIX) TIEpe KOHCYIbTAUEeH MPOCHIIM Bpaya He 00CykAaTh TUAarHO3 U CO-
CTOSIHME OOJIbHOTO B €ro NMPHUCYTCTBUU. B MOJB3y yTauBaHus JuarHo3a OT OOJIbHBIX
CEMbH MIPUBOAMIINA TAKUE JOBOJBI: BEPOSITHOCTD PA3BUTHS TSIKEIOTO TICMXOJIOTHIECKO-
rO CTpecca B CBSI3U C JMYHOCTHBIMU OCOOCHHOCTSMHU OOJBHOTO, BOBMOYKHOE Pa3BUTHE
JENPECCUH, YXYAIICHHE (PU3NYECKOTO COCTOSIHUS OOJILHOTO Ha (JOHE CaMOBHYIIICHHUS,
PHUCK CyHITUA.

B cBs3M ¢ HETOTOBHOCTBIO OOCYXJICHHUSI HEOJIArompusSTHOIO IPOTrHO3a 3a00J1e-
BaHUS M CTPAaxOM COOOIICHMS JHArHO3a BPauyoM IO MHUIIMATHUBE POJICTBEHHUKOB W3-
1o/1 HaOJTFOICHMSI BRIOBITN 2 MalMeHTa. B TaHHBIX cydasx ucxoJ O0Ne3HH YTOUHSIIN
C TIOMOIIBIO TeJIe(hOHHOTO KOHTAKTA.

Cpazy nociie coobiieHust quaraosa pojactBeHHuku u3 47,4% cemeit (9 0ob-
HBIX) OTMETIIIA OOJIETYCHHUE, B CBSI3U C TEM, UYTO OOJIBbIIIE HE HY>KHO CKPBIBAThH MPABIY.
B nanpueiimem OonbmmHCTBO cemeit - 84,2% (y 16 OOJNBHBIX) OTMETHIIN TIOJIOXKH-
TEJIbHBIC MOMEHTHI U3MCHCHHUSI OTHOIICHUN B CEMbE: MOBBICHIICS YPOBEHBb JOBEPHS B
CEMbE, MOSBUIIACH BO3MOXKHOCTh OTKPBITOTO OOCYXICHHUS CIOXKHBIX TE€M, MPUHATHS

COBMECTHBIX PEIICHUH U TJIaHUPOBaHUS OYayIIETo.
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Taxum 00pa3om, OTKpEITOE 00CYKIEHIE MPOTHO3a 3a00JIeBaHUS MEKIY BpauoM
Y MalMEHTOM B HaIIEeM HUCCIEAOBAHUM MO3BOJIWIO YIYUYIIUTh B3aUMOJICUCTBUE MEKITY
MAIMEHTOM, €T0 POJICTBEHHHKAMU W BPAadyoOM C IEIbI0 d(PPEKTUBHOTO TUTAHUPOBAHUS

00beMa MEIUIIMHCKON TOMOIIIH.

5.2. PesynbTatsl onpoca poAcTBEeHHUKOB 001pHBIX BAC C 1eNbI0 OIIEHKH

YAOBJIICTBOPCHHOCTH Ka4YCCTBOM U NOCTYIIHOCTBIO MGHHHHHCKOﬁ IIOMOIIH

Ha MomeHnT Havana uccnegoanus B Cankr-IlerepOypre, kak 1 BO MHOTHX TO-
ponax u Poccuiickoit denepannu, OTCYTCTBOBAIO CHEHUAIM3UPOBAHHOE MEIUIMH-
CKOE€ YUpeXKIACHUE, OCYIIECTBISAIONIEE CUCTEMHOE TUHAMUYECKOE HAOJI0ACHUE Mallu-
eHToB ¢ BAC 0T MOMEHTa NOCTaHOBKH IMArHO3a 10 HACTYIUICHHUS JIETAIBHOTO UCXO/1A.

Mpb1 npoBOAMIIM ONIPOC U YCTHYIO Oeceny ¢ pojcTBeHHHKaMu 50 ymepuiux ma-
uneHToB ¢ bBAC, KoTOopbIe MOJIyyaad MEAUIUHCKYIO TOMOIIb B MOJUKJIMHUKE 10 Me-
cty s)kutenbeTBa 10 2017 . Y3 50 onpomieHHbIX TOIBKO 6% (3 YesoBeka) COOOIIHIN O
JKE€JTaHUU OOJILHOTO TMOJy4YaTh IMOMOIIb B YCJIOBUAX KPYIJIOCYTOYHOTO CTallMOHA-
pa/MaTMaTUBHOTO OTJEJEHUS B TEPMUHAIBLHOW CTaAuu OOJE3HU, OOBSICHSISA ITO *Ke-
JJAHUEM YMEHBIIUTh Harpy3Ky Ha yXaKHBAIOIUX POACTBEHHUKOB. OcTaibHbIC Mallu-
€HTBI XOTEJU MOJTy4YaTh MOMOIIb Ha IOMY /10 KOHIIA >KU3HH.

DTO yKa3bIBa€T HA HEOOXOJUMOCTh OpraHU3AIMK CUCTEMbl HAOIIOJEHUS U TI0-
Mot naruenTaM ¢ BAC B IPUBBIYHBIX YCIOBUSX HA JOMY, MEIUIIMHCKOTO MAaTPOHA-
’Ka MaIMEeHTOB KBATU(UIMPOBAHHBIM CPEIHUM MEIUIIMHCKUM MEPCOHAIOM, a TaKkKe
IPU HEOOXOTUMOCTH O0eCcTiedeHUs] KOHCYJIbTAllUK Bpayeil pa3IMuaHOTO MPOQHIIS.

Cpenu 50 ompouieHHbIX TOJABKO 4% (2 YeioBeKa) BHICOKO OLIEHWJIM OCBEIOM-
JICHHOCTH MepcoHasa noaukanHuku o BAC, Torna kak 18% (9 yenoBek) oneHUIN, Kak
cpenHioto, 1 /8% (39 denoBek) OlEHUITN OCBEIOMIICHHOCTh KaK HU3KYIO.

Ornpoc poJICTBEHHUKOB TAIIUEHTOB BBISBIJI HU3KUW YPOBEHBb YIAOBJIETBOPEHHO-
CTHU IALMEHTOB U UX CEMEU Ka4yeCTBOM MEIUIIMHCKON MOMOILH, ITOJTYYEHHOU B IOJIU-

kinHuKe. U3 43 pecrnoHeHTOB, 0OpaTUBIIMXCS K JIeYalleMy Bpady ¢ 3alpocoM 00Cy-
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JUTH TIPOTHO3, BO3MOJKHBIC OCJIOKHEHUS U McX0 1 3aboeBanus, 62% (31 genoBek) co-
o0IIaay, 4YTO Bpad HE IPeaocTaBui HH(oOpManuio B HeoOxoaumoMm odwveme, 18% (9
POJICTBEHHUKORB) OBLIM YACTHUYHO YAOBICTBOPEHBI 00CYKIEHUEM H TOJbKO 6% (3 ue-
JIOBEKa) — OBbLIN YAOBJIETBOPEHBI MOMHOCTHIO. 40% omnpormieHHbIX (20 poACTBEHHUKOB)
JIOTIOJTHUTEBHO COOOIIMIH, YTO Bpad PEKOMEH 10BaJl UICKaTh UHPOPMAIIUIO B CETU HH-
TepHET 0€3 CChIJIOK Ha KOHKPETHBIC HUCTOYHHUKH.

Hecmotpst Ha 1O, uro TONbkO 32% (16 pecHOHACHTOB) MOCTaBUIIM BBICOKYIO,
28% (14 genoBek) — cpeantoro, 40% (20 yenoBek) — HU3KYIO OLEHKY MEIUIIMHCKOMY
MIEPCOHAITY TOJMKINHUKA M0 TaAKUM KPUTEPUSIM, KaK TpodeccHoHanm3M, 3anHTepeco-
BaHHOCTH B pe3ynbTare, 64% (32 yenoBeka) BHICOKO OIICHWIM BHUMATEIbHOCTD, J100-
POXKENaTeIbHOCTh, OCCKOPBICTHE, UCKPEHHEE JKeJaHWe MmoMoub marueHty. 22% (11
YeJIOBEK) 10 JaHHOMY BOIIPOCY IMOCTaBWJIM CpEIHIO OleHKy, 14% (7 denoBek) —
HU3KYIO.

OmnpoieHHbIE YKa3bIBAJIM HA JIONTOE OXKUJAHWUE KOHCYJIbTAllUM HEBPOJOTa Ha
JIOMy UX O0OJBHOMY POJICTBEHHUKY — 28% (14 dYenoBek), HEBO3MOXXHOCTh BBI3BATh
HeBpoJjiora Ha 1oM - 54% (27 naruentoB). 10% (5 4enoBek) MOIyYUIu KOHCYIbTALUIO
BOBpeMs, U TOJIbKO 8% (4 yenoBeka) 3asiBUJIM, UTO HE 0OpaIlaIiCh 32 KOHCYJIbTaluen
Ha nomy. [Ipu ycTHOI Gecene onpoIieHHbIE TaKKe OTMEYaIH TPYAHOCTh TPAHCIIOPTH-
POBKH OOJIBHOTO JI0 TIOJMKJIMHHUKHU ISl TIOJYyYEHUS KOHCYJIbTAIMWA TIPU OTCYTCTBUH
MOMOIIIY Ha JOMY.

N3 42 cnyyaeB oOpaiieHuid B MOJUKIMHUKY 10 TOBOAY Auc(haruu, Tojabko B 6%
cinyyaeB (y 3 4enoBek) HaOmroamack noJHasi, a B 20% ciydaes (10 denoBek) yacTuy-
Hasl YJOBJIETBOPEHHOCTh JOXOJYMUBOCTHIO Pa3bsICHEHUW, PEKOMEHJAIMA U Ha3Haye-
HUM [0 TOBOJAY HApYIIEHHUS TJI0TaHMs, ocTalibHble 58% pecrnoHAeHTOB (29 4enoBeK)
COOOIIHIIN, YTO HE TIOydalii HUKAKUX PEKOMEHIaInH.

OmnpoiieHHBIMU OBITM OTMEUEHBI HEAO0CTATOYHAs] MHGOPMHUPOBAHHOCTH MEIH-
IIUHCKOTO TMepcoHaja MOJIUKINHUKA 00 0COOCHHOCTSIX yX0/a 3a 00JIbHBIM, OCOOEHHO

pu HaIU4YUKU ractpoctombl. 70% (35 yenoBek) OTMETUIIM OTCYTCTBUE MTOMOIIM B Op-
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raHu3aluu yxona Ha aomy, 24% (12 genoBek) cooOIaid O HEIOCTATOYHOM yJIOBIIE-
TBOPEHHOCTH, JHIIb 6% (3 uenoBeka) ObLIM MOTHOCTHIO YIOBIECTBOPEHBI.

Co c0B pOJACTBEHHUKOB, HU OJHOMY W3 MAIMEHTOB HE MPOBOAWIOCH UCCIIEO-
BaHHE (DYHKITMU BHEITHETO JBIXaHUS B MOJHMKIMHUKE, JAKE B CIIydae HAIWYUS PEKO-
MEHJIAIlM{ B BBITUCHOM 3MHUKPU3€E U3 CTAIIMOHAPA.

PoacTBeHHUKHN OTMEYaIu OTCYTCTBHME BO3MOXKHOCTU MOJIJIEPKaHUs IOCTOSTHHO-
ro KOHTaKTa C JICYaldM BpayoM MPU BOZHUKHOBEHHUU BOIIPOCOB U U3MEHEHHUH B COCTO-
SIHUUA OOJILHOTO, U TOJIbKO 6% (3 uenoBeka) 3asgBIsUIA O MOJHOW YAOBIETBOPEHHOCTH
KOHTAKTOM C BpauoM.

B ycTHOI1 Gecesne omnpoilleHHbIE POJACTBEHHUKU MAIMEHTOB BBIpAXKAIU HEJO-
BOJICTBO B CBSI3U C OTCYTCTBHEM CHELUATU3UPOBAHHON (MEepCOHU(ULIUPOBAHHON)
oMoty 111 607abHBIX BAC, NMCUX0IOTMYECKOT0 COMPOBOXKACHHUS U HEAOCTATOK IMO-
LMOHAJILHOM MOJJEPKKH CO CTOPOHBI MEPCOHANa MEAUIMHCKUX ydpexkaeHuid. Jlunb
6% (3 nmanuentam) Obla JaHa UHGpOpPMAIU O BO3MOKHOCTH MpeObIBaHUS B Majlida-
TUBHOM OTJIEJICHUU WA OTJEJIECHUU CECTPUHCKOrO yXOJa IO COUMAJIbHBIM MMOKA3aHU-
SIM.

Onpoc pocTBeHHUKOB mainueHToB ¢ bAC nmoka3aio HU3KWK YpOBEHb YJIOBJIE-
TBOPEHHOCTH KaYECTBOM U JIOCTYIMHOCTHIO MEIUITMHCKON oMoty a1 60abHbIX BAC
B MOJIUKJIMHUKE TI0 MECTY >KUTEJIbCTBA. MEHbIIIE YETBEPTU ONPOIIECHHBIX OBLIN MOJ-
HOCTBIO Y/IOBJIETBOPEHBI KAY€CTBOM MEIUIIMHCKOW momMoriu. Takum oOpa3om, Ha oc-
HOBAaHUHU OMPOCa POJICTBEHHUKOB 00JbHBIX BAC Oblna BBISIBIEHA HEYJAOBIETBOPEH-
HOCTh CYIIECTBYIOIIEH CHUCTEMON MEAMKO-colMaabHOM momoiu OonbHbiM BAC B
Cankrt-IlerepOypre u onpeneneHa HEOOXOAUMOCTh €€ YCOBEPILICHCTBOBAHUS M ONTH-

MHU3aIHH.
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5.3. Ctpykrypa opranuzanuu «Ciry:x0a OMOIIHN JTHOIIM ¢ OOKOBBIM aMHOTPO-
(UYECKHUM CKJIEPO30M U IPYTUMH HEUPOMBIILICYHBIMU 3a00J1eBaHUSIMI» B CaHKT-

[TerepOypre

Ha 6a3ze Menumunckoit kinuauku CaHkT-IletepOyprekoit accoruanuu ooO1ie-
CTBEHHBIX 00BbeIUHEHUN poauTeneit aerei-unBannaoB «I"AOOP/IN» Obuia opranu3zo-
BaHa «Ciyx6a nomomu oM ¢ BAC u npyrumMu HeHpOMBIIIIEUHBIMU 3200JIEBAHMSI-
Mu» (manee — Cmyx0a), AeCTBYIOIIAasi B COOTBETCTBUU C (peepaibHbIM 3aKOHOM OT
12.01.1996 r. Ne 7-®3 «O HekoMMepUuecKkux opraHu3anusx» (crarbs 31.4), Ykazom
[Ipesunenta Poccuiickoit deneparu ot 08.08.2016 Ne398 «O6 yTBepkaACHUH MPUO-
PUTETHBIX HAIPABJICHUHN JEATENbHOCTU B cepe OKa3zaHusl OOIIECTBEHHO IMOJE3HBIX
yeinyr» U nyHkta 17 IlocranoBnenus IlpaButenscTtBa Poccuiickoit denepaunn oT
27.10.2016 Nel096 «OO6 yTBepkKIeHUU TEPEeUHsS OOIIECTBEHHO IMOJIE3HBIX YCIYT U
KPUTEPUEB OILICHKU KadyeCTBa WX OKa3aHUs», COTJACHO KOTOPOMY K OOIIECTBEHHO-
MOJIE3HBIM YyCIIyraM OTHECEHBbI YCIYTd, MNPEeAyCMAaTPUBAIOIINE MEIUKO-COIUAIbHOE
COTPOBOKJICHHUE JIUII, CTPAJAIOUIUX TSDKEJIBIMUA 3a00JI€BAHUSIMU, U JIUILI, HYKAAIOIIHX-
Csl B MEIMIIMHCKOM MAJIJTMATUBHOM MOMOIIH, BKJIIOUAsi OPraHU3aIMi0 OKa3aHUsl MEJ1-
UHCKOM MaJUTMaTUBHOM ITOMOIIIH.

B ctpykrype Ciyx0bl opraHn3oBaH KaOMHET MaJUIMATUBHOW MEIUIMHCKON TO-
Momm Ha ocHoBanuu [Ipukaza MunzapaBa Poccun ot 31.05.2019 Ne345n «OG6
yTBepxkAeHun [lonoxkeHuss o0 opraHuzanuy OKa3aHWs MNaJUIMATHBHOW TMOMOIIH,
BKJIFOYas MOPSAIOK B3aMMOJCUCTBUS MEAUIIMHCKUX OpPraHu3alliil, OpraHu3aluu co-
[IUAJILHOTO O0CIIYKUBAHUS M OOIIECTBEHHBIX O0BEAMHEHNN, MHBIX HEKOMMEPUYECKUX
OpraHu3aIui, OCYIIECTBIISIONINX CBOIO ICSITEIBHOCTh B C(hepe OXpaHbl 310POBbS».

3amauamu CirykObI SIBUITUCH:

1. mpenocraBnenue 6ompHBIM BAC 1 npyruMu HEMPOMBIIIIEUHBIME 3a00JICBaHU-
MU W/WJIM UX POJCTBEHHUKAM MH(OpMAIUMU O BUJIaX U cocobax PU3NYecKor U mcu-

XOJIOTHYCCKOU peaduInuTalllH,
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2. OKa3aHWE€ KOHCYJIbTATHUBHONW amMOyJNIaTOpPHO — MOJMKIMHUYECKOW MEIHMIIMH-
CKOM ITOMOIIIH;

3. OKa3aHWe AYXOBHOM, ICUXOJIOTHYECKOU U COITMATLHOM TTOMOIIIH.

Ucxons uz 3agau Ciyx0bl, yuuTbiBas noTpedHocTH nanueHTo ¢ BAC u ux ce-
MeM, ObUTH OTpe/iesieHbl OCHOBHBIC PyHKIMK KabuHeta [IMIT:

1. Opranumzanusa ydera 6onpHbIx BAC, Hy)Xatonmxcs B MOMOIIHU, 0 00pa-
naeMoct (BeneHue 0as3bl AAHHBIX M JIMYHBIX JI€] [MalleHTOB, OOpaTUBIIUXCS B
Cnyx0y);

2. BraBnenue nmotpedHOCTel 6071pHBIX BAC 1 ApyruMu HEHPOMBIIICYHBIMU
3a00JIeBaHUSIMU W/UITU UX POJICTBEHHUKOB;

3. IlnanupoBanue u opranuzanus padbotsl CiyXObl UCXOIS U3 KOJMYECTBA
NAIMEHTOB U UX NOTPEOHOCTEN;

4. O3HaKOMJICHHE C YCIIOBUSIMU NPOKUBAHUS CEMEHN C LENbI0 ONpeeIeHUs
o0beMa HeoOxoauMou nmomolu. [IpoBeneHre aHKeTUPOBaHMsl, B TOM YUCIIE HA IOMY;

5. OcymecTBieHrne BpauyeOHbIX KOHCYIbTAIIMNA, B TOM YHCIIE HA JIOMY,

6. Oxa3zaHue MIAHOBOHW JOBpadeOHONW METUITMHCKON IMOMOIIN, B TOM YHCTIC
Ha JOMY IO BOIIpOcam, He TpeOYIOIMM BHUMaHUs Bpaya,

7. Opranuzanus [llkon ns mareHTOB U WX POJICTBEHHUKOB, TPEHUHTOB U
KOHCYJIbTAlIMK MPOQUIBHBIX CIEUATUCTOB;

8. BzaumopeiicTBHE C rOCYJapCTBEHHBIMU MEAUIIMHCKUMU U JPYTUMU yupe-
KIEHUSIM B Tipeenax koMretreHIun CiyskObl 1J1s OBBIIICHUS 3P HEKTUBHOCTH pabo-
ThI ¥ TIOBBIIIICHUSI KAYECTBA KU3HU MAIIUCHTOB,;

9.  MapupyTtuzanus NaiueHToB B APYrUe OpraHu3aliui, B TOM YUCJIE MEIH-
LIMHCKHE, B CIy4ae HEBO3MOXXHOCTH PEUIMTh BOMpOC manueHta cuinamu CiyxObl (B
3aBUCUMOCTH OT BBISIBIICHHBIX MTPOOJIEM, TIO COTJIACOBAHUIO);

10. TIlpoBeneHue OLEHKHU PE3yNbTAaTOB AeATeabHOCTH Ciy:KObl, MOHUTOPHHT
KA4ueCTBAa U yIOBJIETBOPEHHOCTH YCIyTaMHu.

Omnpenenenbl OCHOBHBIE (YHKIIMOHAIBHBIE OOS3aHHOCTH Bpaya — HEBPOJOTa

kaounera [IMIT:
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1. Co6op xano0, anamMHe3a KU3HA U 3a00JICBaHUS TAI[UEHTA,;

2. TlpoBeneHue (HU3UKAITBHOTO U HEBPOJIOTHUECKOTO 00CIIeIOBAHUS MAIIUCHTA,;

3. Hanpapnenue naruenTa Ha Ja00paTOpHOE W MHCTPYMEHTAIbHOE 00CIeno-
BaHHE MPU HATMYNU METUITMHCKUX MTOKa3aHU;

4. HanpaprieHue ManyeHTa Ha KOHCYJBTAIlMI0 K BpadaM-CICIHATUCTaM IIpH
HAJTMYUHA MEIUITMHCKUX TTOKAa3aHUMH;

5. Hampanenue narueHTa JjIsl OKa3aHUs CTICIUATH3UPOBAHHON MEIUIIMHCKON
MIOMOIIH B KPYTJIIOCYTOYHOM CTaIlMOHAPE WJIM B YCJIOBHSIX JHEBHOTO CTAallMOHApa TpU
HAJIMYAA METUITMHCKUX TIOKa3aHWA B COOTBETCTBHM C JCUCTBYIOIIMMH IOPSAKAMU
OKa3aHMsI MEAMIIMHCKON TOMOIIM, CTaHAapTaMyd MEIUIIMHCKOW IMOMOINU C Y4ETOM
KIIMHAYECKUX PEKOMEHIAINH (TIPOTOKOJIOB JICYCHUS) M YTBEPKIACHHOW MapIIpyTH3a-
[[Mel MaIMEeHTOB M0 COOTBETCTBYIOIIEMY MPOUIIIO;

6. Oxazanue NMayUIMATUBHOW MEIUIIMHCKON IMOMOINU TMPU B3aUMOJEHCTBUU C
BpadaMH-CICITHATICTAMHA ¥ HHBIMHA METUITUHCKIMH paOOTHHKAMU;

/. HasnaueHue ajJicKBaTHOW MEIUKAMEHTO3HOM M HEMEIUKAMEHTO3HOU KOp-
PEKLIMH CUMIITOMOB 3a00JIEBaHUSI.

OmnpeneneHbl OCHOBHBIC (YHKIIMOHAIBHBIC OOS3aHHOCTH MEIUIIMHCKHX CECTEp
kabunera [IMII:

1. [TpoBenenre maTpoHa)xa K MalMeHTaM M0 Ha3HAYCHHUIO Bpada B Mpesenax
KOMITIETEHIIUHU, a TAKXKe TI0 BOIpOcaM, He TpeOYIOIIMM BHUMAaHUS Bpaya,

2. [IpoBenenne moBpadeOHBIX OCMOTPOB B Mpe/eiaXx KOMIETCHIINH (OICHH-
BaTh ()YHKIIMOHAJLHOE COCTOSHUE M MTOBCETHEBHYIO aKTUBHOCTH TMAIMCHTA, aHTPOIIO-
METpHsi, U3MEPEHUE apTePUATIHLHOTO IaBJICHUSI, TEMIIEPATyPhI Tella U Jp.);

3. KoHcynbTHpOBaHWE POJICTBEHHHKOB TMAIMEHTOB IO OPTaHM3AIlMU yXO0Ja
(mpodunakTUKa TPOJIEKHEH, KOHTPAKTYp, MajeHui, oOpaboTka Mmonoctu pra, 0e3-
OIMACHOE TEePEMEIEHUE), B BHIMIOJHEHUU MPOCTHIX METUITMHCKUX MAHUMYJISIIANA (TTH-
TaHHE Yepe3 racTpoCcToMy, 00paboTKa MPOJICIKHEH ).

Omnpenenenbl (QyHKIIMOHATBHBIE O0S3aHHOCTH KOHCYJIbTaHTa IO COIMAIBHBIM

BOIIPOCAaM: KOHCYJbTHPOBAaHUE MAIMEHTOB B COLMAILHO-NPaBOBOM cepe, nHbopmu-
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POBaHHE O MOPSNKE MPOXOKICHUSI MEIUKO-COLMAIBHOM JKCIEPTHU3bI, 110 BONPOCAM
oopmIleHHsT MHAUBUAYAIBHOM MpOrpaMMbl peaObUIUTalMM U aOWJIMTALUH, MOIyde-
HUS TEXHUYECKUX CPEJCTB peabMINTalUN.
OuepueH kpyr 00A3aHHOCTEI KOOpAUHATOPA!
1. Perucrtpanus u y4er NanueHTOB;
2. Hampanenue namueHTa Ha OCMOTP K Bpauy-HEBPOJIOTY;
3. OcyuiecTBiI€HNE 3alIMCU HA LIKOJIbI JJIs MMallMEHTOB U POJCTBEHHUKOB B
COOTBETCTBHUHM C TOTPEOHOCTSIMU MALIMEHTA U €TO CEMBU;
4. TlopnepkaHue peryjasipHOro Tejie(OHHOTO KOHTaKTa C CEMbEW IS yTOY-
HEHUS TEKYUIUX MPo0JieM U NOTPEOHOCTEH MalueHTOB.
beina opranuzoBana cucrema nomou 6oiabHbIM BAC, KoTOpasi BKIIIOUaeT He-

CKOJIbKO 3TanoB (pucyHok 10).

I7Tan Il 3Tan 11 3Tan
Yyer nanueHToB :> OcMOTp 1 BBIOOD :> JluHaMu4eckoe
TAKTUKHW BEICHUS HaOJIIOEHIE
(O6pa60TKa Hu \ (HeBponomquKHﬁ \ (Ha6moneHI/Ie \

paccMoTpeHue OCMOTD HEBPOJIOTOM, BpauyOM
MEIMIIMHCKUX * O11eHKa CUMIITTOMOB TIMII
JIOKYMEHTOB 1 CTaJuM 3a00JIeBa- » Koncynbpranuu

« [TocTanoBKa Ha HUS CMEKHBIX CIICI[HAIIH-
yuer B Ci1yk6y * JIOomoIHUTENBHOE CTOB }
WJIM HalpaBJIeHne obcnenosane * CecTpuHCKHit
Ha MOATBEpKIE- * OGCcyXIeHne TaKTh- MaTPOHAXK
HYe TMarHO3a KU BEJACHUS C IallH- * HanpasiieHue Ha

CHTOM H €T0 CCMbCHU TOCITUTATH3AIIIIO TIO

\ / K / QIOK&?»&HI/IHM /

Pucynox 10 — Cxema 3tanoB opranuzariuu nomoiiy 6o1sH6IM BAC B kabuHeTe
[IMII Cnyx651 «ITomours moasm ¢ BAC u npyrumMu HEUPOMBILLIEYHBIMU
3a00JIEBaHUSMUI»

[ aran — IlepBuuHoe oOpanieHue 1 y4eT NalueHTOB.
[TarmeHTsl OOpalaIMCh MEPBUYHO MyTEM caMOOOpallleHUsl WU 0 HallpaBiie-

HHUIO N3 MCIUIHNHCKHUX yqpencz[eHHﬁ C IIpCeaOCTAaBJICHUCM MGI[HI.IPIHCKOﬁ JOKYMCHTa-
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MY, NOJATBEepkAaroniel nuarso3. [lpu camooOpamieHnu ManueHToB ¢ MOJ03PEHUEM
Ha BAC, ux HarnpaBisil B MHOTONIPO(MUIIbHBIE CTAIIMOHAPHI JIJIs1 YTOUHEHUS IUArHo3a.

3a 3 rona pa6otsl CirykO0blI 57 manreHToB ObLIM HAMpaBIEHBI B TOPOJCKUE CTa-
[IUOHAPHI Ui YTOYHEHHs UarHosa, mpoBefeHus nuddepeHnnanbHON AUarHOCTUKA
BAC, u3 Hux 49,1% (28 nmauueHToB) B MOCJIECTBUE BCTAIU Ha y4yeT B Kabunet [IMII
C IOATBEPKACHHBIM auarao3om bAC.

Il stan — KnuHuko-HeBpojgoruyeckoe oOciaeoBaHUEe U BHIOOP TAKTHKHU BeJe-
HUSL.

Ha sToMm 3Tane npoBOaWiIN KIMHUKO-HEBPOJIOTHUECKUE OOCIEI0BAHHE, OLEHKY
CUMIITOMOB M CTaJuM 3a00J€BaHUs, TOMNOJIHUTEIBbHOE 00CIe0BaHNE (CIUPOMETPHUIO,
HOYHYIO ITyJIbCOKCUMETpHIO). [0 mokazaHusIM MPOBOJWIN KOHCYJIBTALIMM CMEXHBIX
crieranuctoB (oromen, cnenuanuct no AK, sproreparneBT, ICHX0JIOT, KOHCYJIBTAHT
[0 COLIMAJILHBIM BOMpocaM), pekoMeHaoBanu nocemienue lkonsr nas 6onpHbix BAC
u ux poactseHHUKOB (II1), ucxoas u3 KIMHUYECKUX CUMIITOMOB 3a00JIEBaHUS.

[Ipy HEOOXOIMMOCTH MAallMEHTa HANpaBJsUIM Ha J00OCIEA0BAHNE B MHOTONPO-
(GUIBHBIN CTAlMOHAP NIl YTOUYHEHHUS JMArHO3a MPU HETUIMUYHOW KIMHUYECKOW Kap-
TUHE, a TaKXe JUIsl Je4eOHO-IMAarHOCTUYECKUX MEPOIPUATUNA MPU COMYTCTBYHOUIEH
MaTOJIOTHH.

III sran — JlunamMmuueckoe HaOIrOIeHHE 3a OOJIbHBIM U CECTPUHCKUM MaTPOHAK.

[Ipu HEBO3MOXXHOCTH ToOcelleHns nanuentamu kadunera [IMII mo mpuuwnze
pPa3BUTHUS JIBUTATENbHBIX HAPYUIEHUW, OKa3aHHE MEIUKO-COLUAIBHOW MOMOIIU IMPO-
BOAWIM Ha AoMy. KpaTHOCTh mocenieHus BpauoM-HEBPOJIOTOM U MEIUIIMHCKON CECT-
pBI OIpeeNsiach aITOPUTMOM TMHAMUYECKOTO HAOJIOIEHUSI B COOTBETCTBUU CO CTa-
el 3a001€BaHus.

Jlnst mpoBenenus miaHoBoit UYDTT, mogdopa mapamerpoB HUBJI, mnanoBoii Tpa-
XEOCTOMUU OOJIbHBIX HAMPABISLIA B MHOTONpPOQWIbHBIC cTannoHaphl. [Ipu HEoOx0-
JUMOCTH KPYTJIOCYTOYHOIO HAOJIOJIEHUs B Cilyyae OTpaHWyYeHUs (PYHKIMOHAIBbHBIX

BO3MOKHOCTEH U HEBO3MO>XHOCTH yxoaa 3a OOJILHBIM 10 MCCTY €TI0 JKXUTCIbCTBA IIa-
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LMEHTOB HANPAaBIUIM MO COLMAIBHBIM IOKAa3aHWAM B CTAalMOHApP NAJUIMATUBHOIO
npoduIIs.

OpHuM U3 TIaBHBIX MPHUHIMIIOB paboOThl crenuanuctoB kabunera [IMII, sBu-
JaCh CEMENHO-OPHUEHTUPOBAHHAS IOMOLIb, KOTOpas IMOJApa3yMeBala BKIIOYEHUE Ca-
MOTO MAallMeHTa U €r0 CEMbH B MYJIbTUAUCIUIUIMHAPHYIO KOMaHAy. JJoOUThCs yiyd-
IIEHUS] Ka4eCTBa KU3HM MAllMEHTa MOYKHO TOJIbKO YYHUTHIBAas aBTOHOMMIO MallMEeHTa,
MAaKCHUMAJIbHO COXPaHsIsl €ro IOCTOMHCTBO, HE3aBUCUMOCTh U KOHTPOJIb HAJl IPUHSTHU-
samu pereHusMu. ColranbHas pojib, KOTOPYIO UTpajl B CBOEH ceMbe OO0JIBHOM 10 pas-
BUTHS 3a00JI€BaHUS, XapaKTEP U OCOOCHHOCTU JIUYHOCTHU MAlMEHTA U YJIEHOB CEMbH,
0COOEHHOCTH B3aMMOOTHOIIEHHI B CEMbE — BCE 3T U MHOTHE Jpyrue (hakTopsl BIU-
AIOT Ha BKJIIOYEHHOCTh POJCTBEHHUKOB B IPOLECCHI COMPOBOXKACHUS NAlMEHTa C
BAC. V 57,4% (93 6osbHBIX) MMEHHO POJICTBCHHUKH ObLTH WHHUIIMATOpaAMH oOparie-
HUSI 32 TIOMOIIBIO M MPOBEICHHUS CUMIITOMATHYECKON Tepanuu, npudem y 42,6% (69
NAlMEHTOB) POJACTBEHHUKH BOBJIEKAIUCH YK€ MPU MOTEPE OOIBHBIMU CaMOOOCITYXKU-
BaHus. 4,3% (7 mauueHTOB) MPOKUBAIU OJAMHOKO, YTO ONPENEIUIIO CIOKHOCTh IPO-
BEJICHUS CUMIITOMATHYECKON T€panuu U psiia MEPONPUATHI, TaKUX, KaK UCIOJIb30Ba-
Hue HMBJI, naccuBHOM rumHactuku, Metos10B AK. Tpoe u3 HUX MOTb30BAIUCH YCITY-
ramy CHJEJIOK, YTO TO3BOJIMJIO UM MCHOJB30BaTh JaHHBIE METONBI. [IBO€ marMeHToK
nocisie nposeneHus YOI OblIM BBIHYXACHBI MOJIy4aTh YXOJ B OTACJICHUH NMaJIMATHUB-
HOM MOMOIIH U IICUX0-HEBPOJOTNYECKOM UHTEPHATE.

Takum 06pa3zoM, pa3paboTaHbl U peaTU30BaAHbI CIEAYIOIINE MPUHITUIIBI PAOOTHI
kaOunera [IMII: mpeeMcTBEHHOCTh B paboTe Bpaueil pa3auyHbIX CIEHHUATBHOCTEMH,
KOMIIJIEKCHBIM IOAXO0J, CBOEBPEMEHHOCTb, MOCIEAOBATEIBHOCTh U MEPHOJUYHOCTD

MPOBENCHHUSI JIEYEOHO-PeaOdMIIMTAIMOHHBIX MEPOIIPUATUN, UHAUBUAYATbHBII MOIXO/.

5.4. Opraaumzamus Lxons! s 60oabHBIX BAC 1 X pOJICTBEHHUKOB

beuta opranuzoBana Illkona mis nauveHToB U X poactBeHHukos (IUIT), nes-

TCJIBHOCTD KOTOpOﬁ HaIrpaBJICHAa Ha YJIY4YHICHHUC aJallTalliyd IMalUCHTOB K HCHU3JICUM-
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Momy 3abosieBanuto. LT mpeacrassiiia co6oit mporpaMmy 00pa3oBaTEIHLHOTO XapaK-
Tepa, HaIllpaBJIECHHYIO Ha (DOPMUPOBAHKE MTPEACTABICHUS O 3a00€BaHNH, TTOBBILICHUE
WHOOPMHUPOBAHHOCTH O TPEBOXKHBIX CHMIITOMAax M CIOCO0aX, CHIDKAIOIINX PHUCKH
Pa3BUTHUS OCIIOKHEHUM, 00yUeHHE POJCTBEHHUKOB HaBbIKaM yXo/a.

OpraHu3oBaHbl ¥ IPOBOJNIIMCH HA PETYIIIPHOU OCHOBE ciienytomue III1:

1. «lIkona no naTpoHa)KHOMY YXOIY»;

2. «lllkona nutaHusy;

3. «lIIkona no cpeAcTBaM albTEPHATUBHOW KOMMYHUKAIUW.

Ha 3ansatusx «lllkomsl mo maTpoHa)XHOMY yXOJy» OOCYKJIalIiCh BOIPOCHI, CBSI-
3aHHBIE C 00€3IBMKEHHOCTBIO OOJIBHBIX, OCOOCHHOCTH TMTHEHBI U yXOJa 3a OOJbHBI-
Mu BAC. PoACTBeHHMKH, yXa)KMBalolye 3a OOJbHBIMU, OB OOYYEHBI MPUHIIUIIAM
OpraHu3aliid yXoja Ha JOMY, Npo(UIaKTUKE TPOJISKHEH, UCIOIb30BAHUIO TacTPO-
cToMbl. BTOpoii TeopeTndeckuii OJ0K BKIIOYAI U3yUYeHHE IPUUUH HAPYIICHUS TTOXO/I-
ku 1ipu bBAC u npopunakTuku pucka najaeHuid. I[IpoBoaunncek rpynmnoBbie MpakTuye-
CKHE 3aHATHUS 10 0e30MacHbIM 0a30BbIM (PU3UYECKUM YTIPAXKHEHUSM, TEPEMEIICHUIO U
MO3UIIMOHUPOBAHUIO MAJIOMOOUIILHBIX OOJIBHBIX, B TOM YHUCJIE C UCIOJIb30BAHUEM pe-
a0MJIMTAIMOHHOTO U CKOJB3sIIEro obopyaoBanus. 3a Bpems: BBeaeHus [T (2017-
2018 rr.) OpuI0 TpoBeneHO 18 MIKON MaTpPOHAKHOTO YXOJla, KOTOPhIE MOCETHINA 55
yXaKHUBAKOMIUX 32 00JbHBIMU. [[7151 26 cemeil Obln cocTaBiIeH WHIWBUAYAIbHbBIN TIJIaH
no yxony. Ha 3anstusix «I1IkoJibl TUTaHKS NAUEHTHl U UX POJCTBEHHUKH MOIyYaln
uH(MOpMAIUIO O MPUYMHAX U MPU3HAKAX ATMMEHTapHON HempocTtarouHocTy mpu bAC,
CUMIITOMAX U OCJIOKHEHUSIX Aucdaruu, nmpaBmwiax 0€30MacHOro rnpuema Ml U ajb-
TEPHATUBHBIX CIIOCO0aX KOpMIICHUS NMpU Aucharuu (MUTaHUE Yepe3 TacTPOCTOMY U
Ha30racTpaabHbIN 30H).

C 2017 1. mo 2018 r. 6p0 opranuzoBano 18 mkon nmutanus. I mocernnm
152 yenoBeka, u3 HUX 84 OOJMBHBIX U 68 POACTBEHHUKOB, TOBTOPHO MOCETHIIH IITKOJTY
— 32 nanuenTa. [TaniMeHThl U WX POJCTBEHHUKH, MTOCETUBIIME IIKOJY, ObUTH 00yYEHBI
oOmuM mpaBuiIaM nuTaHus npu aucarun. UHIuBMayabHbie pEKOMEH AU 10 TIPH-

I'OTOBJCHHUIO ITUIIH HCO6XO}1PIMOI>1 KOHCUCTCHIOMWH, B TOM YHCJIC C IIPUMCHCHUCM JIC-
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4eOHOTO MUTaHUSl M 3arycTuTeNneu, momyuymwnu 62 denoseka. M3 Hux mmanoBas UOI
ObL1a pekomenioBana 61,3% (38 manuentam).

[Ipu pa3Butun aHaptpuu 0e3 ucnoiib3oBaHus cpencts AK ceMbHr orpaHuynBa-
I0TCS B3aMMO/ICHCTBHEM B paMKaX OOCITYKUBaHUSI )KH3HEOOECTICUCHUS M yXOa, TePss
Jpyrue KOMMYHUKATUBHBIE CBS3U ¢ 00bHBIM. Llenbio npoeaenus «Ikosbl o cpen-
CTBaM aJbTEPHATUBHOM KOMMYHUKAIIUW» SIBUJIACH MOJITOTOBKA POJCTBEHHUKOB K Oy-
YIIAM U3MEHEHUSIM B Xapaktepe oOuieHusi ¢ 0onbHbIMU. [lanineHnToB nHbOpMHUpOBa-
JU O PUCKE MOTEpPU CMOCOOHOCTH aKTUBHO BJIMSTH Ha COOCTBEHHYIO >KM3Hb MOCPE-
CTBOM PE€YM, KaK B €KEIHEBHBIX OBITOBBIX CUTYAIUSX, TAK U B PEIICHUSIX, ONpPEes-
IOIIMX WX JalIbHEHIyo ®u3Hb. Ha mikone 13 cemelt coBMeCTHO ObLITM 00YYEHBI METO-
JlaM KOMMYHUKAIIMU C MOMOUIBIO TaOJUIl JJIis1 OOIIEHUs, KOMMYHHKAIIMOHHBIX KapT,
COCTaBJICHHBIX B Ipoliecce OOIIeHusl ¢ ceMbeil. B mociencTBue KapThl AOMOIHUIUCH
CUMBOJIAMH, KOTOPBIE POJICTBEHHHKHU IMAIIMEHTa CUUTAIM HEOOXOIUMBIMU JJISl TOJ-
JiepKaHus TIOJIHOLIEHHOTO OOIIeHUs. 3a Mepuoj HaOMIOICHUS MPOBEICHO & IIKOJI MO
cpeactBam AK, kotopsie moceTunu 47 denoBek, u3 HUX 13 60abHBIX U 34 yXaXKUBaro-
nux. Ha mkosne npoBoauinu uHGopMUpoBaHUE O MIPUUUHAX PA3BUTHS TU3APTPUU TIPU
BAC u ee Hensz0OexxHOMy nporpeccupoBanuto. [1o pesynabraram mpoBeIeHUs KON U
aKTUBHOTO y4acTusi 32 POJICTBEHHHMKOB MaJOMOOWJIBHBIX OOJBHBIX, IJIAHUPOBAIHUCH

NalbHENIIEe BU3UTHEI criennanucTa mo AK k mammeHram.

5.5. AnropuT™mbl TuHaMHYeCKOro HabmoaeHus 00bHBIX BAC B KabuHeTe mai-
JIMATUBHOM MEIUIIMHCKON ITOMOIIIH
B xone uccnemoBanusi ObuT pa3paboTaH M BHEAPEH aJrOPUTM JUHAMHUYECKOTO

HaOmroneHus 3a 6osbHbIMU BAC (pucynok 11).
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2 craaus 3 craaus 4A cranusa 4B cragus
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KimmHuKO-HEBpOJIOrHYECKOE 00CIIeI0BAHNE
Ouenka nmokaszauuii k Y21 u HUBJI

Jnarnoctuueckue
MEPOIIPUATHS

Cnupomerpus Cnupomerpus
1 pa3 B 3 mecsua 1 pa3 B mecs1g

NS NS

HOYHAaA IMyJIbCOKCUMETPUS 110 ITOKAa3aHUAM

A4

. )

e N
JleueOHbIC CuMrromaruyeckas Tepanusi.
MEpPOIPUATHS OO6cyxaeHne peleHuil U TAKTUKY BEeJICHHSL.
( )
/ \ CoxpaHeHue KOHTPOJIS HaJl BBIPaKEHHOCTHIO OCHOBHBIX
cuMnToMoB. Ilcuxonoruyeckast moaaepxKka.
3agaun ViyduieHue ajanTalnuy ManueHToB K
HaOII0ICHUS U3MEHEHUIO CBOETO COCTOSIHUSL.
. J
( )
BnusiHue Ha NpOIOJIKUTENBHOCTD KU3HU
k / IIPHU COTJIaCHH MalMEHTa
\ J/

Pucynok 11 — JledeOHO-TMarHOCTHYSCKHUM aJITOPUTM HAOJIIOICHHS TTAIlMCHTOB
B 3aBUCUMOCTH OT cTtaguu bAC
AJTOPUTM BKJIIOYQJT JMATHOCTUYECKHUE MEpPONpPHUATHS (HEBPOJIOTHYECKUIN
OCMOTp, KOHTPOJIb MACChl Tejia, CHUPOMETPHUIO), JeUeOHbIC BO3ACUCTBUS (CUMIITOMA-
Thueckyro tepanuto, YOI, HUBJI) u Menuko-conuanbHy0 nmoMois (0ecenbl ¢ poji-
CTBEHHUKAMHU, IIKOJIbI ISl TAIMEHTOB U POJACTBEHHUKOB), KOTOPBIE OCYIIECTBISLUINCH
C Pa3HOM MEPUOJUYHOCTHIO B 3aBUCUMOCTH OT CTaJUH 3a00JICBAaHUS C YYETOM MEXKIY-
Haponausix pekomenganui (Andersen P.M. et al., 2012; Nice Guideline, 2016; Miller
R.G. et al., 2009). OcHOBHBIMH 3a/la4aMi TUHAMHYECKOTO HAOIFOAEHUS OBLIO COXpa-

HCHHC KOHTPOJIA Ha/J BbIPAKCHHOCTHIO OCHOBHBLIX CHMIITOMOB 336OJICB8,HI/I$I, YMCHb-
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IICHUE PUCKA OCJIOKHEHUU U YIy4dIlIeHUE aJanTalluyi NalMeHTOB K U3MEHEHHUIO CBOETO
COCTOSIHUA.

JlomomHUTENBHO OBLT pa3paboTaH aNrOpUTM HAOMIOACHUS MMAIIMEHTOB B MYJIb-
TUIUCITUTUIMHAPHON Opuraae CrenuaaucToB (pucyHOK 12), ocHoBaHHBIA Ha audde-
PEHIIMPOBAaHHOM U MOATAIHOM TMOJXOJIE B 3aBUCMMOCTH OT CTaJuU 3a00JIeBaHMsI, CTe-

NIEHU HApYIICHUS )KU3HEHHO BAXHBIX (PYHKIHMH (TJIOTAHUS U JABIXAHUA) U BBIPAXKEHHO-

CTH OCHOBHBIX CHMIITOMOB 3a00JICBaHUS.

2 ctagusa 3 cramus 4A cragnsa 4B cranus
( N\
Habmonienue 1 pa3 B 3 Mecs1a U Ipu 1 pa3 B MecsIl U IIPY MOSBICHUN
Y Hesponora HOSBJIEHUU HOBBIX XKaj100 HOBBIX JKaJl00
— N \/
CectpuHckuit
narpoaK | 1 pa3 B Mecs11 ¥ IPH HOABJIEHHU HOBBIX JKaj00

N

IICUXOJIOT, SPIrOTCPAIICBT, Q)HSHHGCKHI‘/'I TCPaIICBT, JIOT'OIIC.

4 )

IOCCIHICHUC IIKOJIbI I IMallMCHTOB U UX DOACTBCHHHUKOB

CMexHbBIe | |

CIICIHUAJINCTHI

Bpau [IMII, cnenunanuct no AK, cneuna-
JIUCT TI0 COIMAIbHBIM BOTIpOCaM

- L JL

XUpYpr- Bpau

\ % SHITOCKOTTUCT pecnmpaTopHOU
IIOOICDIKKHU

Pucynok 12 — Anroput™m HaOJIIOJEHUS MALMEHTOB B MYJIbTUAUCUUILIMHAPHON
Opurajoi cenuaiucToB Ha pa3nu4HbIX cTagusax BAC

5.6. Ouenka 3()peKTUBHOCTH PETHOHAIBHOM MHHOBAIIMOHHON MOJICIH
MEAUIMHCKOW MOMOIIM U CONUAIbHOM noaaepkku nauuentam ¢ bAC B CaHKT-

[TerepOypre

Jlns oueHku 3(PEKTUBHOCTH PETHUOHAIBHOW WHHOBAIIMOHHOM MOJIETU MEIu-
IIMHCKOM MTOMOIIM U coltnanbHoi noaaepkku naruentam ¢ BAC B Cankr-IletepOypre

NAlMEHThI ObLIN pa3fieieHbl Ha 2 TPYNIbl B 3aBUCUMOCTH OT PETYJIIPHOCTH HaOMIoe-
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Hus B kabunere [IMII. U3 162 uccneayembix 68,5% (111 denoBek) — moxydanu pery-
JSIpHBIE KOHCYJBTAIlMU COTJIACHO allrOpuTMy HaOmrogeHus kabunera [IMII (nanee —
ocHoBHas rpymma), 31,5% (51 4denoBek) — HAOIIOJANKNCH B MOJUKIMHUKE 1O MECTY
KUTENbCTBA, 0Opalaiiuch 3a Koucynpranuei B kabunet [IMII curyarmonno (nanee —
rpynmna cpaBHEHUS).

[To Bo3pacTy Hauaa 3a00JI€BaHUS TPYIIBI HE UMENIM CTATUCTUYECKU 3HAUMMBIX
paznuuuit (p=0,395). Meaunana Bo3pacTta Hayasia 3a00JI€BaHUS Y MAIIMEHTOB OCHOBHOM
rpymmbsl coctaBmia 58,0 ner (Q:=51,5, Q3=66,0), rpynnsl cpaBHenus — 61,0 rox
(Q:=51,5, Q:=66,0).

Bo3spactHast cTpykTypa Tpyln HE MMeNa CTaTUCTUYECKU 3HAUYMMBIX pa3Inyuit
(p=0,363). B ocHOBHO# rpyIine naiueHToB A0 Jul 10 44 ner cocrasuna 10,8% (12
narueHToB), ot 45 10 59 — 44,1% (49 manueHTOB), yACIbHBIN BEC BO3PACTHON TPYIIIIBI
60 — 74 roxa coctaBua 35,1% (39 nauuenToB), 75 net u crapure — 9,9% (11 marueH-
ToB). B rpynne cpaBHenus goss naui 10 44 net cocrasuna 13,7% (7 manueHTOB), OT
45 no 59 — 29,4% (15 marnueHToB), yACIbHBIA BeC BO3pacTHOU Trpymmsl 60 — 74 ronga
cocraBui 45,1% (23 manwmenta), 75 net u crapme — 11,8% (6 manueHToB).

ITo popme BAC rpynmbl cTaTUCTHYECKH 3HAYMMO He paznnyanuch (p=0,882).

CrpykTypa npeacraBiena B Tadmuie 19.

Tabnuna 19 — Ctpykrypa dopm BAC B ucciie10BaHHBIX TPYIIIax

OcHoBHas Tpy1Ia I'pymimma cpaBHeHUS
bopma BAC AOcC.u. Homst, % AOc.u. Homns, %
LT ® 41 36,9 18 35,3
[TK® 32 28,8 15 29,4
b® 30 27,0 14 27,5
[ro 4 3,6 1 1,9
IIMA 3 2,7 3 5,9
B® 1 0,9 0 0,0

CrpykTypa rpynn maiueHTOB IO MOJOBOM MPUHAJJICKHOCTH HE MMeJia CTaTH-
CTUYECKH 3HAaUUMBIX pasznuuuid (p=0,866). B rpynme maiueHToB, KOTOpble HaOJI0/1a-

muck B kabuuere [IMII, monst myxuun coctraBmia 50,5% (56 yenoBek), >KEHIUH
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49,5% (55 gemosek), B rpymie cpaBHeHUs 49,0% (25 yenosek) u 51,0% (26 denoBek)

COOTBCTCTBCHHO.

prrmm CTaTUCTUYCCKHU 3HAYMMO HC OTIIMYAJINCH 110 IMPOAOJIKUTCIIBHOCTU 00-

JIC3HU, aHAMHECTHICCKUM JTIaHHBIM (Tabsuia 20).

Tabnuua 20 — AHaMHECTUYECKHUE XapaKTEPUCTUKU UCCIIEIOBAHHBIX TPYIII

ITepuon BpeMenu

(vecsn) ['pynma Memuana | Qg Qs p
[Tepuon ot Havaya 3a60- | OCHOBHas rpynna 11,0 7,0 17,5
JeBaHls [0 MUATHOCTH- | Phymna  cpaBHe- 0,498
o o 12,0 7,0 20,5
Hepron  mexay matoi | o oag rpynmna 18,0 11,0 | 29,0

Hauayna 3a00JeBaHUS MU 0.355
JaToOW BKJIIOYEHMs B Hc- | [pymma  cpaBHe- ’
CJIeI0BaHHUE HUS 18,0 10| 420
Ilepuon  mexny AATOM o oBHas rpymmna 3,0 0,5 13,0
JIMAarHOCTUKA W JIATOM 0.491
BKIIIOYEHHS B Hccieno- | ['pynma  cpaBHe- 1.0 0.0 11,5 |
BaHME HUS ’ ’ ’

[To UMT Ha MOMEHT BKJIIOYEHHS B UCCJIEIOBAHUE TPYMIIbI HE UMETU CTaTUCTH-
YyecKH 3HauuMbIX paznuuuid (p=0,761). Menquana UMT nanueHTOB OCHOBHOMW TPYIITIbI
cocrasuna 23,8 xr/m? (Q1=21,4, Q3=26,0), rpynnsl cpasHenus — 23,4 xr/m? (Q;=20,8,
Q3=26,1).

OyHkuroHaNbHOE cocTtosiHue 1o mKane ALSFRS-R rpynmel narueHTOB Ha MO-
MEHT BKJIIOUCHUS B HUCCJICIOBAHME HE MMEJIM CTATUCTUYECKU 3HAYUMBIX DPA3THUUAN
(p=0,151). Menuana ouenku o mkane ALSFRS-R y nanueHToB OCHOBHOM TpymIbI
cocraBmiaa 36,0 GamwmoB (Q1=29,0, Qs=41,0), rpymmsl cpaBHeHHsS — 35,0 OamioB
(Q1=23,5, Q3=39,0).

ITo ypoBHro JKDOJI rpynmbl CTATUCTUYECKH 3HAYMMBIX DPa3IMUUid HE HUMEIU
(p=0,623). B ocHoBHoli rpymniie ypoenb KIJI uccnenosancs y 109 nauneHToB u co-
craBun 83,0% (Q:=59,0, Q3=97,0), B rpynme cpaBuenus y 42— 85,5% (Q1=45,0,
Q3=99,0).
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AOCOIOTHOE KOJMYECTBO MAIIMEHTOB Ha 4A CTaJuu B OCHOBHOW W TpyIIIE
CpaBHEHHMS OBLJIO paBHBIM — 10 36 YeoBeK, 4To cocTaBisuio 32,4% u 19,6% narueH-
TOB B JaHHBIX Ipymmax cooTBeTcTBeHHO. Ha 4B ctaguu Haxogunock 19 n 16 nanuen-
TOB B UCCIEA0BaHHBIX rpynnax, 17,1% u 31,4% cooTBeTCTBEHHO.

IIpu oneHke QyHKIMM TIOTaHUS B cooTBeTcTByromed mommkane ALSFRS-R
TPYIIIbI HE UMEJIM CTaTUCTUYECKH 3HaYuMBbIX pazinuuil (p=0,098). B ocHOBHOI rpyn-
ne 18,9% (21 manueHT) uMeNn TSHKENyro CTeleHb Tuc(aruy U BBICOKHM pUCK acrupa-
uuu, 17,1% (19 nanueHToB) — yMepeHHY0 Aucharuio U ObUIH BBIHYXJACHBI U3MEHSTh
KOHCHUCTEHIIUIO NuIlH, 25,2% (28 nmanueHToB) ¢ jgerkyto aucdaruei, 38,7% (43 nanu-
€HTa) — HE UMEJIH NMPU3HAKOB AUCHaATrHH.

B rpynne cpaBrenus y 33,3% (17 mauueHTOB) UMENU TSKEIYIO CTENEHb JUC-
darun, y 9,8% (5 manueHToB) — OTMEUaeTCsd M3MEHEHHe KoHcuctenuuu, 27,5% (14
MaIMEeHTOB) ¢ Jerkyto nucharueit, 29,4% (15 yenoBek) — HE UMENIU NMPU3HAKOB JHC-
darum.

[Ipu BBIABICHUM PU3HAKOB AUC(hAruy MalueHTaM OCHOBHOM TPYIIIBI PETYIISIp-
HO MPOBOJUJIN OLEHKY (DYHKIIMM BHEIIHETO ABIXaHUSI COTJIACHO aJITOPUTMY HaOII0JIe-
Hus. [Ipu Tsoxenol creneHu nucdaruu UM OTCYTCTBUHM BBIPAXXEHHOW aucdaruu, HO
camxennem JKIJI no 50% mo pe3ynpraTaMm COUPOMETPUH, COBMECTHO C MAllUEHTaMU

00CyX1a1u BOIIPOC O 11e71eCO00pa3HOCTH YCTAaHOBKHU T'aCTPOCTOMBI.

Tabnuma 21 — Pacnipenenenne UCIOJIb30BaHKS aTbTEPHATUBHBIX METO0B

IMUTaHWA B UCCIICJOBAHHLIX I'PYIIIIax

["pymribl
OcHoBHas rpymnna I'pynna cpaBHEHUS p
AO0c.u. Homns,% AoOc.u. Tons,%
‘I;IeBF B IJIJAHOBOM TOPSIA- 47 423 9 3.9
<0,001
YOI’ no 3KCTpEHHBIM IO- 4 3.6 9 17.9
Ka3aHUsIM
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[TanueHTam OCHOBHOM rpymnsl I1aHoBass YOI B kKauecTBe METOJa HyTPUTUBHOM
noj/iep>kKku nposeneHa B 42,3% ciaydaeB (47 malueHTORB), TAaCTPOCTOMHUS 110 IKCTPEH-
HbIM [OKa3aHUAM NOpoBoawid pexe — B 3,6% (4 mauuenrta). [lanmeHtam rpyIibl
cpaBHeHust YOI ObLia BBIMOIHEHA 3HAYUTEIBHO pexe - B 3,9% ciyyaeB (2 mamueHTa),
a OJKCTpeHHas ractpoctoMus yame - B 17,9% (9 mnanueHToB) COOTBETCTBEHHO
(p<0,001).

[Ipu pa3BuUTHU ABIXaTEIBbHON HEAOCTATOYHOCTH MbI MCIOJIb30BAJd WHIUBHIY-
anbHbIA Toaxo. [Ipu nposinenuu npuszHakoB JIH o6cyxnanu nporuo3 3aboieBaHus
Y BO3MOJKHBIE MEAMKAMEHTO3HbIE U HEMEIUKAMEHTO3HbIE METOJbl €€ KOPPEKIUU U
Henu ux npuMeHeHus. Llenpio komMaHAHON paboTHl SABISIACH pean3alus IpeanoyTe-
HUM NAIMEHTa IPOBECTH MOCIETHUE MECSIIbI dKU3HU B IOMAIIHEN OOCTaHOBKE PSAIOM C
Onu3kuMu. JledueOHble MeponpuUsATUS OBLIM HaIpaBlEHBI MPEX]E BCET0 Ha yMEHbIIIE-
HUE CUMIITOMOB OJBIIIKH U YMEHBIICHHE PUCKA TOCIUTAIIN3ALUN 110 SKCTPEHHBIM I10-
kazanusiM B OPUT, eciii 3T0 MPOTUBOPEUMIIO KETAHUIO OOJIBHOTO.

HerHBa3uBHYI0 BEHTWISLMIO JIETKUX HCIIONB30BAJIU IPEUMYIIECTBEHHO Malln-
€HThl OCHOBHOM rpymibl (41 mauueHt - 36,9%) u nump 2 nauueHTa rpynibl cpaBHe-
Hus (3,9%). Hcnonb3oBanue HUBJI crnocoOCTBOBamO YMEHBIICHUIO OIIYIICHUS
OJIBIIIIKY, YJIYYIIEHHUIO CHA, CHU)KEHUIO TPEBOTH. 7 MALIMEHTOB, PAHEE MCIOJIb3YOIINX
HUBJI, 6sumu nepeenensl Ha UBJI. M3 Hux 2 nanuenTa B IJIaHOBOM MOPSIKE MPU CO-
rjacuu OONbHBIX, 4 TAIMeHTa B pe3yJsibTaTe JEKOMIIEHCALUU JbIXaTeJbHBIX Hapyllle-
Hul (Tabnuna 22).

B cBs3u ¢ pazsutuem octpoit IH 10,8 % (12 nmanimeHTOB) OCHOBHOM TpyNIIbI U
27,5% (14 manueHToB) TPYMIBI CPABHEHUS OBLIN JOCTaBIIEHBI OpUTaJoN CKOpPO Me-
JUIUHCKOW MOMOIIM B CTallMOHAPBI rOpoa, TJIe BCKOPE UM OblLia BBIITOJIHEHA TPAXEO-
cromusi. M3 HUX Tosbko 3 marueHnTta ObUIM MpPEeABAapUTEIbHO COTJIACHBI Ha MCIIOJb30-
Banue MBJI B cmyuae HE0OXOANMMOCTH, HO HE Ha IUIAHOBYIO TPAXEOCTOMHIO.

Takum oO6pa3zoM, 10 MaIrMeHToB, ucnoyb3ytomux HUBJI, B ocHOBHOM rpytine

ObLTa 3HAYMTENILHO BhIIIIE, ueM B rpymrne cpaBaenus (p<0,001).
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Tabnuua 22 — Pacnipenienenne UCIojib30BaHUsI METOJIOB PECTIUPATOPHOM

MOA/ICPXKKU MEXKTy MallieHTaMu

["pymmibl

OcHoBHas rpymrma ['pynina cpaBHEHUS P

AOc.4. Tomns1,% AOc.u. Tlons,%
HUBJI 41 36,9 2 3,9 <0,001
HBJI mianosas 3,6 0 - -
HUBJI+MBJI 6,3 0 - -
NBJI o 3KCTpEHHBIM I10- 12 10,8 14 275 0,007
Ka3aHHUSIM

K MOMCHTY OKOHYAHHA HCCIICAOBAHUA B OCHOBHOH I'pyIiiie JICTaIbHBIN ncxon

HacTtynwi y 53,2% mnauueHtoB (59 dvenoBek), Toraa Kak B TpyHIE€ CPaBHEHUS — Y

70,6% naruenToB (36 uenosek) (p=0,036).

Menuana BBDKMBAEMOCTU OCHOBHOM rpymiibl coctaBuia 42,0+4,0 mecsima (95%

JU: 34,2- 49,8 mecsiia), rpynmbl cpaBHeHus — 35,0+£10,5 mecses (95% JAU: 14,3 —

55,7 mecsueB) (pucyHok 13).

1,0

08

06

0.4

HakoruieHHOE BEDKUBaHHE

0,0

q)yHKI_II/II/I BbDDKHMBAHUS

1

,00 20,00 40,00

60,00 80,00

JlmaTenbHOCTB 3a00JICBaHMS, MECSIIBI

100,00

1 rpynna cpaBHeHUs
2 OCHOBHas TpyIIa

—}— [IeH3ypHUPOBAHO
_m13aBepIIeHo

Pucynox 13 — Kpusas Kamrana-Metiepa. BeokruBaeMOCTh MaliieHTOB B OCHOB-
HoW u rpymmne cpaBaenus (p<0,001)
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VYBenuyueHus: BBKUBAEMOCTH TAIMEHTOB YAAJIOCh JOOUTHCS, TIIaBHBIM 00paszoM,
3a cyeT nanueHtoB ¢ b®. Kak ObU10 Moka3aHo B I1aBe 3 HACTOAIIETO MCCIIEIOBAHMS,
npu ganHoi popme aucdarusa u JIH nactymaroT Ha Oosiee paHHUX CPOKax, BEDKHBAE-
MOCTB MEHBIIIE, ueM TIpu OonbimmHCTBE Npyrux ¢dopm BAC.

B ocnoBHolt rpynne 610 27% (30 manuentoB) ¢ b®. M3 Hux 20 manuentam
ObL1a BeinoaHeHa YOI B miaHoBoM nopsiake, 13 manuenToB ucnob3oBain HUBJL.

B rpynme cpaBuenus 27,5% (14 nanuentoB) ¢ b®, u3 HUX HUKOMY HE BBIMNOJI-
Hsack YOI, HMBJI ve ucnonp3oBanack. K MOMEHTY OKOHUaHMS UCCIE0BAHUS ObLIN
JKUBBI 7 TIAlIMEHTOB OCHOBHOM TPYIIIBI M TOJBKO 2 MAlUEHTa TPYIIbl CPaBHEHUS (pU-
CyHOK 14).

(DyHKLlI/II/I BBIDKMBAHUS

1 ocHoBHas rpymmna b@
2 rpynma cpaBHeHHS bD
—}— 1EeH3YPUPOBAHO

—1 3aBEpHICHO
o8

06

HakorjieHHOE BbIXKMBAHHE
[=]
e

00 |
00 10,00 20,00 30,00 40,00 50,00 60,00

JlnuteapHOCTh 3a00ICBaHHSI, MECSILIbI

Pucynok 14 — Kpuas Kamana-Meliepa. CpaBHEHUE BBIXKHUBAEMOCTH
narueHToB ¢ OynpOapHO# (opMOl, HAOIIOIABIIUXCS U HE HAOJIOIaBIIUXCS B
kabunere TIMIT (p<0,001)

Taxum oOpa3om, Halle HCCIEIOBAaHUE MOKA3aJI0, YTO MPOBOAUMAS MYJIbTHINC-
LUUIUIMHAPHAST CUMIITOMATHYECKasi TOMOILb Ha MO3/IHUX CTAaausAX 3a00JeBaHus, BKIIO-
Yalolllasi CBOEBPEMEHHOE IPOBEICHUE IUIAHOBOM TAaCTPOCTOMUU M HCIIOJIb30BAaHUE
HUBJI, cnocobcTByeT yBeNIWYEHUIO BEDKMBAEMOCTH Ha 7 MECSIIEB, MOBBIIMICHUIO J10-

CTYIIHOCTHU U BOSMOXHOCTH INIAHUPOBAHUA MC)II/IL[I/IHCKOﬁ IIOMOIIIH.
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O} heKTUBHOCTh PErMOHATIEHON WHHOBAITMOHHONW MOJEIH MEIUIIMHCKOW TOMO-
M ¥ conranbHoi noaaep:xkku nanuentaM ¢ BAC B Cankr-IletepOypre olieHuBanu Ha
OCHOBAHUU OITPOCA MAIMEHTOB U UX POJCTBEHHUKOB TaKUMH MapaMeTpamu, Kak ypo-
BCHb YJOBJICTBOPCHHOCTH TAIMEHTOB Pa0OTON CICIUAIMCTOB B IIEJIOM U O0OBEMOM
Je4eOHO-TMArHOCTUYECKUX MEPOITPUSITHH.

YcranoBieHo, uyTo 10 oOpamieHus B kabunetr [IMII Gomnbinast 7071 MalMeHTOB
UCIIBITHIBAJIA TPYJHOCTH NP OOpAILIEHUH 32 MEAUIIMHCKON MOMOIIBIO B MOJIUKIMHH-
K€, TaKWE€, KaK JIMTEIbHOCTh OXUIAHUS KOHCYJIbTAllMd HEBPOJIOTa, HEJOCTATOYHOE
uH(popmuposanre o BAC 1o 3arpocy, 3aTpyAHEHUS B TPAHCIIOPTUPOBKE MAIIUEHTOB B
CBSI3M C Mape3aMu U HAPYIICHUSIMU XObOBI.

C nenbio onpeesieHusl KauecTBa CeNUaIn3UPOBAaHHON MEIUIIMHCKON TTOMOIIA
Y NAJVIMaTUBHOM Tepanuu B pamkax kabuHeta [IMII 6b11 mpoBeieH MOBTOPHBIHN OMPOC
poACTBEHHUKOB 50 yMepiux MalMeHTOB, HAOIIOAABIINXCS B MOJIUKIMHUKE, a 3aTEM
MOJTYy4YaBIINX CUMITOMATHYECKYIO TEPANUI0 U MEAUKO-COIMATIbHYIO MOMOIIb B KaOu-
Here [IMII. Kak BumHO mM3 TaGiuilkl 23, OTBETH Ha KaXKABIM BOIPOC B 3THUX JIBYX
rpynmax CymeCTBEHHO pa3InyalincCh.

Cpenu 50 onpoIllIeHHBIX POJCTBEHHUKOB MAIIMEHTOB, KOTOPhIE HAOIIOJATUChH B
HOJMKJIMHUKE, TOJIbKO 2 yenoBeka — 4,0% [1,1 — 13,5] BBICOKO OLIEHMIIN OCBEIOMJIICH-
HOCTH nepcoHana nomukiauHuku o BAC, Toraa xak 9 genosek — 18,0% [9,8 — 30,8]
OLICHHUJIH, KaK cpenHioro, u 39 yenosek — 78,0% [64,8 — 87,3] oreHuan ocBeIOMIICH-
HOCTb KaK HU3KYIO.

OrneHka poJCTBEHHUKAMHU OCBEJIOMIICHHOCTH mnepcoHana kabunera [IMII cra-
TUCTUYECKA 3HAYUMO OTJIMYAJaCh OT AHAJIOTMYHOW OLIEHKA TPYNIbl CPaBHEHUS
(p<0,001). 49 pecrionaenroB — 98,0% [89,5 — 99,7] BBICOKO OIICHHIIU OCBEIOMJICH-
HoCTh nepconana kabunera [IMII o BAC, aums 1 gemosex — 4,0% [1,1 — 13,5] orre-
HWI, KaK CPEAHIO. B JaHHOM rpyIile HUKTO HE OLEHW OCBEIOMIICHHOCTh KaK HU3-
kyto — 0,0% [0,0 — 7,1].

YPpOBEHb YHOBJIETBOPEHHOCTH POJCTBEHHUKOB IALIMEHTOB KAayeCTBOM MEJIH-

IIMHCKOW TOMOIIH, MOJYyYeHHOU B TMoiukinHuke u kadunere IIMII cratuctuuecku
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3Haunmo paznuuaics (p<0,001). Onpoc poACTBEHHUKOB MAllMEHTOB BBISIBUJI HU3KUU
YPOBEHb YAOBIETBOPEHHOCTH MALIMEHTOB M UX CEMEH KauyeCTBOM MEIUIIMHCKOU IMo-
MOIIIH, MOJIY4YeHHOW B NoJIMKIMHMKE. M3 34 pecnoHneHTOB, oOpaTUBIIMXCS K Jieya-
meMy Bpady ¢ 3alpocoM OOCYAUTh MPOTHO3, BO3MOXKHBIC OCJIOKHEHUS U MCX0 3a00-
aeBanus, 31 yemoBek — 62,0% [48,2 — 74,1] coobimanu, 4To Bpay HE IPEIOCTABHII HH-
dbopmaruio B HeoOxoauMoM oobeme. 9 poactBenankoB — 18,0% [9,8 — 30,8] Obumn ya-
CTHYHO YJIOBJICTBOPEHBI 00CYKIeHHEM, U TOJIbKO 3 dyemoBeka — 6,0% [2,1 — 16,2] ObI-
JI TIOJIHOCTBIO YJIOBJIETBOPEHBI. B rpyIine mamueHToB, KOTOpble HAOIIOAAIUCh B Ka-
ounere I[IMII 47 — 94,0% [83,8 — 97,9] oOpaTmiuch K Bpady ¢ 3alpocoM OOCYIHTH
MIPOTHO3, BO3MOKHBIE OCJIOHEHUS M UCXOJ 3a00JeBaHUs M BCE ObUIM MOJHOCTHIO
YIOBIIETBOPEHBI Pa3bICHCHUSIMHU Bpava.

YBenuuminach JOCTYITHOCTh KOHCYJIbTAIIMU HEBPOJIOTa Ha JoMYy. 34 pecroHIcH-
tam (85%) momoiipk Oblla OKa3aHa Ha JOMY BOBpeMs, TOJIbKO 7 4enoBek (15%) oTme-
THJIM, 9TO KOHCYJIbTAlUs ObUTa OKa3aHa HECKOJIBKO IMO3KEe, YeM 3TO TpeOOBajIoCh, HU
OJTHOMY M3 PECTIIOHJICHTOB HE MPHUIILJIOCh 00paIaThCs 32 KOHCYJIbTAUEH B APYTYIO Op-
TaHU3AIHIO.

N3 38 mauuenrtos, oopamasmuxcs B kabunet [IMII no noBoxy aucdaruu, 85%
(34 narrenTa) OBLIH MOJHOCTHIO YIOBJICTBOPEHBI MOJTYYSHHBIMUA PEKOMEHIAIIUSMH T10
MOBOY KOppekiuu Hapymienus rinotanus, 10% (4 mammenTta) ObUTM yAOBIETBOPEHBI
YaCTHYHO.

KauectBo pabotel cnernuanuctoB kabunera [IMII, a umenHo mpodeccuona-
JIM3M, 3aMHTEPECOBAHHOCTh B pesynbratax 87,5% (35 ompollleHHbIX) OTMETHIIN, KaK
BbICOKOE, ¥ Juiib 12,5% (5) kak cpentee.

Bonbiast nonst onpomeHusix (70%) Ha 3Tane moJiydeHUus MEAUIIMHCKOM MTOMO-
M B TOJIMKJIMHUKE BBICOKO OIICHWBAJIA PA0OTy MEAUITMHCKOTO MEpPCOHAa M0 TaKUM
KpUTEPHUSIM, KaK BHUMATEJIBHOCTh, 3aMHTEPECOBAHHOCTH, JOOPOKEIATEILHOCTh, Oec-
KOPBICTHE W MCKPEHHEE JKeJlaHWe TTOMOYb marueHTy. [1o pesynpTaTam HabOmOICHUS B

kabunere [IMII nosig TakuX MalUeHTOB 3HAYUTEIHFHO YBEIUYMIACh U ocTuria 90%.
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Bospocna y1oB1eTBOPEHHOCTh NAIIHEHTOB 00bEMOM MPEOCTABISIEMbIX YCIYT U
pe3ynbraTaMu oOpaiieHus B 1einoM. Eciiu mpu HaONIOIeHUN B MOJIMKIMHUKE TIOJTHO-
CThIO OBLIM YJIOBJIETBOPEHBI 00BeMoM yciayr 5% (2 pecnonmenTa), yactuaao 25%
(10), ve ymoBmerBopersr 70% (28), To mocne obpamenus B kabunet [IMII ymosme-

TBOpPEHHOCTh Bo3pocia a0 80% (32 yenoBeka) mpu OTCYTCTBUHU T€X, KTO HE YyJIOBJIC-

TBOPEH.
Tabmuia 23 — Pe3yabTaThl onpoca poICTBEHHUKOB, HAOJIOTaBIIUXCS B
MOJIMKJIMHUKE TI0 MECTY JKUTEIbCTBA U B Kabunete [IMII
I'pymmsr
HaOmronenue
Ne Ha6monenue B
i Bomnpocsl OTBeTHI B H(})IJ;II;I(I;HH- ~afmere [IMIT p
(n=50, % (n=50, %
[95%[£H]) [95%611])
2 3 4 5 6
Ecim Bam npuxomuiioch | aa, moMoIms Obl- 5 42
BBI3BIBATH Bpaua- | JJa OKa3aHa Ha 10,0% 84,0%
HEBpOJIOTa Ha JIOM, TO | JIOMY BOBpEMsI [4,4 —21,4] [71,5-91,7
noyiyansii 11 Bbel HeoO- | jga, momolns ObI- 14 8
)I(I;)Ii[é/lr)My}O KOHCYJIbTa- J;(ae (;Kea;a;i) noz: 28.0% 16.0%
; ’ e 1 17,5 41,7] [8,3 - 28,5]
00BaJIOCh
HET, MPHILIOCH
i )
pail i 54,0% 0,0%
AIPYTYIO M1 140,0 - 67,0] [0,0 - 7,1]
IIUHCKYIO ~ opra- <0,001
HU3ALUIO
He oOpamianmch 4 0
3a KOHCYJbTalH- 8,0% 0,0%
el [3,2—18,8] [0,0-7,1]
JACTUYHO 14 10
28,0% 20,0%
[17,5-41,7] [11,2 - 33,0]
HE yJIOBJIETBOPEH 34 0
68,0% 0,0%
[54,2 - 79,2] [0,0-7,1]
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[Tponomxenue TadauIbI 23

2 3 4 5 6
BEI MOeTe OIleHUTh BBICOKO 2 49
OCBEJIOMJICHHOCTH IIep- 4,0% 98,0%
COHAJIA METUIIMHCKOTO [1,1-13,5] [89,5-99,7]
yupexnaenus o BAC B ue- | cpenne 9 1
J10M? 18,0% 2,0% <0,001
[9,8 — 30,8] [0,4 — 10,5]
HU3KO 39 0
78,0% 0,0%
[64,8 - 87,3] [0,0-7,1]
VYnosnerBopeHnbl s Bbl | 1a, IOJHOCTBIO 3 47
obbeMoM HHGMOPMHUPOBA- 6,0% 94,0%
aus Bac o BAC B menu- [2,1-16,2] [83,8 —97,9]
[UHCKOM  YYPEXKICHUHU? | 4aCTUYHO 9 0
(ITpenocraBnsin U Jieva- 18,0% 0,0%
muii Bpau Bam unHpOp- [9,8 — 30,8] [0,0-7,1]
MalMi O  MPOTHO3€, | HE yIOBJIETBOPEH 31 0 <0,001
OCJIOKHEHHSAX M HCXOJIE 62,0% 0,0%
3a00JieBaHUg B HEO0OXO- [48,2 —74,1] [0,0-7,1]
AUMOM o0bemMe o Ba- HE 06pamaﬂp1c1, C 7 3
2
meMy 3arpocy! ) 3aIIpOCOM 14’0% 6,0%
[7,0 - 26,2] [2,1-16,2]
OneHnuTe MEQUIMHCKNI | BBEICOKO 16 41
IIEpPCOHAJI 110 TAKOMY KpH- 32,0% 82,0%
TEPUI0 Kak «mpodeccuo- [20,8 — 45,8] [69,2 —90,2]
HallU3M, 3aUHTEPECOBaH- | CpeiHe 14 9
HOCTB B PE3YJIbTATE)» 28,0% 18,0% <0,001
[17,5-417] [9,8 —30,8]
HU3KO 20 0
40,0% 0,0%
[27,6 — 53,8] [0,0-7,1]
Kak Bwl ouieHnBaeTe pac- | BBICOKO 32 42
ITOJIOKEHHOCTH K 64,0% 84,0%
Bam menuiHcKoro mep- [50,1 - 75,9] [71,5-91,7]
COHaJla KaK «BHUMATENb- | CpeIHE 11 8
HOCTb, JOOpOXKeNaTeNb- 22,0% 16,0%
HOCTh, OCCKOPBICTHE, HC- [12,8 — 35,2] [8,3 —28,5] 0,012
KpPEHHEE JKEJIaHHE MOMOYb | HU3KO
HALUEHTY, . 0
14,0% 0,0%
[7,0 - 26,2] [0,0-7,1]
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[Tponomxenue TadauIbI 23

2 3 4 5 6
Y nosnerBopeHnbl v Bbl B03- | 1a, MOJHOCTHIO 0 44
MOKHOCTBIO  00CIIeHOBaHUA, 0,0% 88,0%
PEKOMEHIOBAHHOTO TIPH  BBI- [0,0-7,1] |[76,2—-944]
MUCKE U3 CTalyoHapa TMPH | BO3MOXKHOCTH MC- 0 0
yermomens s v | e og | oo
[0,0-7,1] [0,0-7,1]
HEro JbIXaHHS (CIIUPOMETPHS) | HEPErYIAPHO
B JUHAMUKE? HE YIOBJIETBOPEH, 44 0 <0,001
OTMEThTE, €CIH JIaHHOE WC-
(SJICI[OBaHI/I’e HE 6iu10 peko- i;gﬁgiT;ZeS;ma 88,0% 0,0%
[76,2 -94,4] [0,0-7,1]
MEHJIOBaHO B CTAI[HOHAPE)
He OBUIO JIaHHBIX 6
pEeKOMeHJauui B 12.0%
CTaloHape [5.6 - 23,89]
VYnosnerBopenbl g Bbl 10- | 1@, HOJHOCTBIO 3 41
XOJIYUBOCTBIO  Pa3bSICHCHUH, 6,0% 82,0%
pEeKOMEeHJaui W Ha3HAYCHUI [2,1-16,2] | [69,2-90,2]
[0 MOBOJIy HapyIICHUS TJOTa- | YaCTHYHO 10 4
HUusA? (OTMEThTE, eclii o0pa- 20,0% 8,0%
IICHHS [0 JAHHOM MPUYHHE HE [11,2-33,0] | [3,2-18,8] | <0001
Ob110) HE yJIOBIIETBOPEH 29 0
58,0% 0,0%
[44,2-70,6] | [0,0-7,1]
He oOpamanmmchy ¢ 8 5
3a1pocomM 16,0% 10,0%
[8,3—28,5] | [44-21/4]
VYnosnerBopens! a1 Bbl Oka- | 11a, MOJHOCTBIO 3 43
3aHHEM ITOMOIIM B OpraHW3a- 6,0% 86,0%
IIUU yX0Jia Ha JIoMY (PEKOMEH- [2,1-16,2] | [73,8—-93,1]
JallMM TI0 YXOJy M MEepeMelle- | HEeIOCTATOYHO 12 7
HUIO, TacTPOCTOMON TMpu ee 24,0% 14,0% <0,001
HAJIMYMH, TPaBHJIAM KOpMIIe- [14,3-37,4] | [7,0-26,2]
HUSI Yepe3 racTpocTomy)? HE Y/I0BJICTBOPEH 35 0
70,0% 0,0%
[56,3-80,9] | [0,0-7,1]
VYnosnerBopensl 1 Bbl BO3- | 11a, MOJTHOCTHIO 3 42
MO>KHOCTBIO MO/JIEP>KAHUS 6,0% 84.0%
KOHTaKTa C JIeYallluM BpayoM, [2,1-16,2] | [71,5-91,7]
B TOM YHCJIE€ JOXOJYMBOCTHIO | YaCTHYHO 29 8
pazbACHEHNiT? 58,0% 16,0% <0,001
[44,2-70,6] | [8,3—28,5]
HE yJIOBJIETBOPEH 18 0
36,0% 0,0%
[24,1-49,9] | [0,0-7,1]




118

[Tponomxenue TadauIbI 23

1 2 3 4 5 6

10. | YnomnerBopeHsl U Bbl B 1enom | 11a, HOJTHOCTBIO
pe3ynbrataMu oOpalleHus B Me-
JMIAHCKOE YYpEeXJIECHUE U 00be-
MOM TIPEIOCTABIISEMbIX JIe4eOHO-
JTMAarHOCTHYECKUX  MEPOTPHUSATHHA
(KOHCYJ'IBTaLII/II/I CIICHHUAJIMCTOB,
MICUXOJIOTUYECKasT M COIHalIbHAsI
oAIepxKKa)?

2 40
4.0% 80,0% <0,001
[1,1-135] | [67,0-88,8]

OrneHka TOCTYIMHOCTH MOJJIEPKaHUSI KOHTAKTa C BPauyoM IOKa3ajia YaCTUYHYIO
YAOBIETBOPEHHOCTh B 77,5% ciydaeB, HEYIOBIETBOPEHHOCTh B 22,5% Ha 3Tane mno-
mukiuHukd. [locne opranuzanuu xabunera [IMII He ObuIO 3adUMKCUPOBAHO HEYNO-
BJIETBOPUTEIIbHBIX OTBETOB, 80% 3asBUIM O MOJHOW YI0BIETBOPEHHOCTH, 20% - O Ua-
ctuaHor. Takum oOpaszoM, pa3paboTaHHash W BHEAPCHHAs WHHOBAIIMOHHAS MOJCIb
METUIIMHCKOW TOMOIIM MU COLMAIbHOW mojiepkku mamnueHntam ¢ BAC B CaHkT-
[letepOypre xapakTepusyeTcsi BBICOKONH MEIUKO-COIMaIbHOU 3 deKkTuBHOCTHIO. Me-
auiHCKas 3P GEeKTHBHOCTh 00YCIIOBJICHA YBEIUUCHUEM BEDKHUBAEMOCTH, TTOBBITIICHH-
€M JOCTYITHOCTH W BO3MOKHOCTH TUIAHUPOBAHUSI MEAUIIMHCKON IMOMOIIU, BKIIOUas
CBOECBPEMEHHOE MPOBEJICHUE TIJIAHOBOM ractpoctomuu u ucnosibzopanue HMBJI. Bei-
cokasi coruanbHas 3(P(OEKTUBHOCTh TPOBEACHHBIX MEPOIPHUATHN TOATBEPIKIACTCS
BO3POCIIMM YPOBHEM YJOBJIETBOPEHHOCTH POJICTBEHHHKOB IMAIIMEHTOB pabOTOM Crie-
[UAJIMCTOB  CIYXObl B IIEJIOM UM 00BEMOM  TPEIAOCTABISIEMbIX  JIEUEOHO-

AUAarHOCTHYCCKHUX MGpOHpHHTHﬁ.
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3AKJIFOYEHUE

BAC — 310 XpOHHMYECKOE MPOrpecCHUpYIOIIee HEBPOJOTHYECKOE 3a00JIeBaHUE,
JTMArHOCTHKA KOTOPOro B Ae0I0T€ W HAa pAaHHUX CTAAMSIX Pa3BUTHUS OOJE3HU SIBISIETCS
OTBETCTBEHHOCTHIO HeBpoJiora. [1o Mepe mporpeccupoBanus 3a00JI€BaHUS C PA3BUTH-
€M TSDKEJIBIX PACCTPOMCTB KU3HENEATEIbHOCTH, TAKUX, KAK JBUTATEJbHbIE HAapyIle-
HUs, AUcdarus, TUCIHO?, TU3apTpusi, O0JIEBON CUHIPOM, TPEBOTA, JENIPECCHU U JIPY-
rue, Tpedyercs MoMOIlb CMEXKHBIX CIEIIHAIUCTOB.

BAC Heu30exHO MPUBOJUT K YACTUYHOM, a B MOCIEJACTBUM K IMOJHON yTpaTe
TPYAOCIIOCOOHOCTU M CaMOOOCTYKMBaHUsS, YTO TpeOyeT OpraHuU3allHd CHUCTEMBI IO-
CTOSIHHOTO MEIHMKO-COLMaIbHOro yxonaa. Ha mo3nHux craausx 3aboseBaHus MalMEH-
Thl HYK/IaI0TCSI HE TOJIBKO B CUMIITOMATUYECKOM Tepanuu, HO U KBATU(PUIMPOBAHHOM
YyXO0/1€ U OKa3aHUHU MICUXO0JIOTHYECKON MOMOIIH, KOTOpas He00X0uMa TaKkKe U YiIeHaM
UX CEMEH.

AHaMHECTHYECKHUE JTaHHBIE B HAIIEM HMCCIEIOBAaHUU MOKa3ajy, YTO MalueHTaM
C MEPBUYHO-T€HEPAIN30BaHHON U OyiabOapHoi popmamu BAC, nuarno3 ObLI MOCTaB-
JieH B 0oJiee paHHHUE CTPOKH B CBSI3U C OBICTPON TeHepaM3alyeil MaToJIoru4eckoro
nporiecca. Torma Kak nmpu MOsSCHUYIHO-KpecTIoBoi ¢popme BAC u nmporpeccupyrorieit
MBIIIEYHOH aTpoduu, BepuduKalus AMario3a oblia OTCpOYeHa.

[Io pe3ynapTaTaM MOJIEKYJISIPHOTO HCCIEAOBaHUS MNPEIIKCIIAHCCHS B TEHE
ATXN2 Bctpeuanach ¢ yactotoit 8,5% (5 KEHIIKUH U 2 MY>XYUH), XapaKTepru30BaJiach
KJIIMHUYECKON TeTEPOreHHOCThI0 B BUAE pa3invuHbIX GopM (2 mamuenta — bd, 3 —
T®, 2 — TIK®D) u TeMnoB NporpeccCupoBaHusl OT MEIJIEHHOTO J0 CTPEMUTEIHHOTO.
BrisiBiieHa TeHAeHIUS K OoJiee cTapiieMy BO3pacTy JaeOroTa 3a00JieBaHUs Y MallUeH-
TOB ¢ HalM4reM myTaruu ganaoro tumna (P=0,065).

Okcnancusa rekcanykieoTugHbix GGGGCC-noBTopoB B rene C9orf72 u muc-
cenc myrauus G94S B 4 sx3one rena SOD1 Berpewanucs B 2,4 % (2 nmanueHTa) u

0,3% (1 GOJIbHOI) COOTBETCTBEHHO.
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beutn ompenenensl 3HauMMble MOJOBbIE paziuuus nedota BAC (p=0,008).
Bo3spacTt nHavama 3abonieBanus y MyxxunH coctaBui 55,0 ner (Q1=50,0, Q3=63,0), y
xenmH — 62,0 roga (Q1=53,0, Q3=69,0).

B HacTosimiem uccienoBaHUM MPOBEACH aHAIU3 KIMHUYECKUX OCOOCHHOCTEH
pazmunbix popM BAC. Tak, cpenu naruentoB ¢ II'® npeobnanany auiia My>KCKOTO
nona - 66,1% (39 nauuenTon), a pu [IK® u B® GonbIIMHCTBO COCTaBISAIN KEHIIH-
HBI - 63,8% (30 yenoBek) u 56,8% (25 yenosek) coorBeTcTBeHHO (p=0,030).

OneHky (QyHKIIMOHAJIBHOTO JAe(pUIUTA B JUHAMHUKE MPOBOAWINA C UCIOJIb30Ba-
HueM 1mkai: [lepecMOTpeHHON IIKaabl HApYEHUH GyHKIUA TP OOKOBOM aMHOTPO-
dbuueckom ckiepo3e ALS FRS-R, mkansr A. Hillel a1t onieHku cTerneHu TSOKECTH -
3apTpUH, TOCIIUTAIBHON MIKaJIbI OLIEHKH TpeBoru u aenpeccun HADS, mymeposoru-
YeCKOM OIleHOYHOM 1miKanbl 0onu. [IpoBoammm uccienoBanue GyHKIIMU BHEUTHETO JbI-
xaHus (cnupomerpusi) U koHTposib UMT. [lonydeHHbIe B X0/1€ UCCIEIOBAHUS PE3YIlb-
TaThbl ObUIH MOABEPTHYTHI CTATUCTUYECKOM 00paboTKe.

AHaNn3 KIMHUYECKUX XapakTepucThk cpeau nauueHtoB IO, ITKD u b,
nokasaju, uro npu OynsOapHoil popme BAC nHaubonee ObBICTPO HApaCcTAlOT PEUECBbIC
HapyIIeHUs, A TMMEHTApHASI U IbIXaTeIbHas HEI0CTaTOYHOCTb.

beino moxazano, uto Ae0OT 3a00eBaHUS B CTApUYECKOM BO3pacTe, HU3KUU
UMT no nosiBiieHUs IEPBBIX CUMITOMOB 3a00JI€BaHMs, TSXKEask CTeNeHb qucdaruu, a
Takke OynpOapHas M MepBUYHO-TEHEpan30BaHHAs (POpMbI 3a00JI€BaHUSI MOTYT pac-
CMATPHUBAThCA B KA4e€CTBE HEOJIArOMPUSITHBIX MPOTHOCTUYECKUX (DAKTOPOB TEeUEHUs
3a00J1eBaHUs.

HepaBHOMepHBI TeMIT IPOTrpeCCUPOBAHUS 3a00JIEBaHMS HE3aBUCUMO OT (POPMBI
BAC, BbIBICHHBIN B pe3ysbTaTe MPOBEACHHOIO UCCIEI0BaHMs, 000CHOBBIBAET HEOO-
XOJMUMOCTh MEJIMKO-COLIMAIIBHOTO COMPOBOK/ICHHS NMAIMEHTOB HA MPOTSHKEHUU BCETO
nepuojia OOJIC3HH U MPOBEACHUS MYJIBTUIUCIUIUIMHAPHON CUMIITOMATUYECKON Tepa-
1907078

Jlunamudyeckoe HaOMIONCHWE 3a MPOIECCOM TEUEHUsS OO0JIE3HH OT MOMEHTa

YCTAHOBJICHUA JUArHo3a A0 JICTAJIbHOI'0O MCXOJa ITO3BOJHIIO IMOJIYUYUTDH I/IH(l)OpMaI_[I/IIO
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00 0coOEHHOCTSIX TeueHusl 3a0ojeBaHus Mpu paznuuHbiX (Gopmax BAC, 4ro BakHO
JUTSl TIOBBIIIICHUSI KayecTBa OpraHU3allid KOHCYJbTaTUBHOW momoinu 60iasHIM BAC
pa3pabOTKHN MAJUTMATUBHBIX MO1X010B. CHCTeMHAasi TOMOIIb, @ UMEHHO TUHAMUYECKOE
HAOJIOZICHNE, CBOCBPEMEHHOE BBISBICHHE W  KOHTPOJIb KHU3HEYTPOKAIOITUX
CUMIITOMOB, COIM&JIbHAs U TOJAJEPKHUBAIOIAs peaOuauTalusi - OCHOBHBIC
MPUOPUTETHI ONITUMHU3AIIMU CUCTEMbI OKa3aHUSI MEUIIUHCKON oMo 00JbHbIM BAC
B Pocculickon ®denepanun.

Ha MomenT Havana uccnenoBanusi B Cankrt-IlerepOypre, kak 1 BO MHOTHX TO-
ponax u Poccuiickoii denepanyu, OTCYTCTBOBAJIO CIEIUAIU3UPOBAHHOE MEIWIINH-
CKOE YUPEeXICHHUE, OCYIIECTBISIONIEE CUCTEMHOE TMHAMUYECKOe HAOJI0IeHUE Malln-
eHToB ¢ BAC 0T MOMEHTa MOCTAaHOBKH IMAarHo3a JI0 HACTYIUIEHUS JIETAIBHOIO UCXO0A.

J171s1 TOBBILIEHUS KauyecTBa OKa3aHUs MEAUIMHCKON oMoy nanuentam ¢ bAC
pa3paboTaHa ¥ BHEApPEHAa CUCTEMa OPTraHMU3aIlMU JIMHAMUYECKOTO HAOJIOJCHHS 3a
OOJIbHBIMM,  BKJIIOYAIONIAsl ~ TMEPUOAUYHOCTh  HAOMIOACHUS, pAl  JieueOHO-
JMArHOCTUYECKUX MEPOTPUSITHI C yueTOM cTaauu 3adosneBanus. Kommiekc mepornpu-
ATHUH, BKIIOYAIONINI UHPOPMUPOBAHUE MAIMEHTA U €r0 CEMbU Ha BCEX ATalax pa3BHU-
TUS 3a00JIEBaHUsI, TOCTYMTHOCTh KOHTAKTa CEMbH CO CIEIUATMCTAaMU, BHIOOP TAKTUKHU
BEJICHUS TAIMEHTa B 3aBUCUMOCTH OT CTaJIMU Pa3BUTHA 3a00JICBaHUS U €r0 KIWHUYE-
CKHMX MposBieHUN. OTKpBITOE 00CYXJICHUE MPOTHO3a 3a00JIeBaHUsI MEXIY BpauoM U
MalMeHTOM B HAIlleM HMCCJIEIOBAaHUU MO3BOJIAIIO YJIYUIIWUTh B3aUMOJIEUCTBUE MEKITY
MAIMEHTOM, €r0 POJICTBEHHHUKAMU U BPAvyoOM C IEIbI0 d(PPEKTUBHOTO TUIAHUPOBAHUS
o0beMa MEIUIIMHCKOMN TTOMOIIIH.

K okoHUaHMIO McCCIeOBAHMS JIETAIBHBIN HCX0od HacTynui y 53,2% nanueHToB
OCHOBHOH Tpyninsl (59 yenosek), B rpymnmne cpaBHeHus —y 70,6% mauuentos (36 ye-
noBek) (p=0,036). Menuana BeDKMBAeMOCTH Npu HabmoaeHun B kaouuere [IMII ¢
MCIIOJIb30BaHUEM KOMILIEKCA MEPOIPHUATHI M0 OKa3aHUI) CUMIITOMAaTHUYE€CKON MYJIb-
TUIUCIUIUTMHApHOW Tepanuu st 60sbHBIX BAC coctaBmia 42,0+4,0 mecsna (95%
JN: 34,2- 49,8 mecsina). MeauaHna BDKMBAEMOCTU B rpynne cpaBHeHus — 35,0+10,5

mecsiteB (95% JAU: 14,3 — 55,7 mecsies).
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Takum 00pa3om, Halle UCCIEAOBAHKME MOKA3aJ0 YBEIUYEHUE BBIKHMBAEMOCTH B
cpenHeM Ha 7 MecdieB y nanueHToB ¢ BAC, HaOm01aBIIMXCS B MYJIbTUCIIUTUIMHAP-
HOW OpHraje CHeruagIucTOB MPU BO3MOXKHOCTH MCIOJIB30BAaHUSI SHTEPAJIHHOTO MHUTA-
HUS 4epe3 racTpocTOMy M HEMHBA3WBHOW BEHTWIALMU JIETKUX, YTO OKa3bIBAJIO MOJIO-
KUTEIBHOE BJIMSHUE HAa TeUueHHE OOJIE3HM 3a CUET YMEHBIICHUS TaKUX TKEIIbIX
CUMIITOMOB 3a00JIEBAHMSI, KaK aJJUMEHTapHasl U JbIXaTeJbHAsI HETOCTATOUYHOCTh. JJid
YMEHBIIEHUSI BBIPAXKEHHOCTH ad(HEeKTUBHBIX paccTpoicTB y 0onbHBIX BAC npoBoau-
JUCh MEPOIPHUSITHUS, BKIIOYAIONINE MEIHUIMHCKYI) U COLHAIBHO-TICUXOJOTHYECKYIO
COCTABJISIONIHE.

B 2016 r. B Cankr-IlerepOyprckoil acconnanuu 0OIIECTBEHHBIX 00bETUHEHUIN
ponuteneit nerer-unBanmuaoB «["’AOOP/IN» Obuta opranusoBana «Cimyx0a momouu
moasm ¢ BAC u npyrumu HeilpombllieuHbIMU 3a00sieBaHuAMW». B cTpykType Ciryx-
Obl co3/1aH KaOMHET MaVIMaTUBHOM MEIMIMHCKOW MOMOIIU, B KOTOPOM IPOBOAMUTCS
amOynaropHoe HaOmro/ieHre nanueHToB ¢ BAC, a Takyke OCyIIECTBIAECTCS MaTPOHAXK
OOJIbHBIX Ha JOMY.

B xome wccienoBaHuss NOpU  OpraHU3aldd  KaOWHETa MaJUIMaTUBHOMN
MEIUUMHCKON momoiu it 00sbHBIX BAC ObuUIM y4TEHBI NPHUHATBIE POCCHICKUM
3[paBOOXpaHEHHEM 0a30Bble MOAXOAbBl M MEXIyHapoJHble pekoMeHaauuu. B
OKa3aHMM NAJJIMATUBHOM MOMOILIM YYacTBOBAJIM HEBPOJOTH, Bpay NaJUIMATUBHOU
IIOMOIIH, JIOTONE, CIENUATKCT IO AJIbTEPHATUBHON KOMMYHMKALMU, 3PTOTEPANEBTHI,
IICUXOJIOTH, KOHCYJBTAaHT II0 COLMAJIbHBIM BOIPOCAaM, MEAMIMHCKUAE CECTPBHI,
MPaBOCJIABHbIEC CBAIIEHHUKHU U CUACIKU. OpraHu30BaHbl MIKOJIbI JIJIS MAllUEHTOB U UX
POJCTBEHHUKOB C OOyYaIOUIMMHU IIPOrpaMMaMu MO MAaTPOHAXXHOMY yXOJy, MMUTAHUIO,
[0 HWCIIOJB30BAaHUIO CPEACTB AJBTEPHATUBHOM KOMMYyHUKauuu. B mepuon
uccienoBanus ¢ ceHtsaops 2016 r mo mapt 2019 r. maymaTUBHASs MTOMOIIb OKa3aHa
noMoIh 267 maruentaM. OJJHOBPEMEHHO I10]] HAOMIOASHUEM HaXOAMIUCh oKoi1o 100

oonpHBIX BAC.
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HestensHocth Ciry:k0bl 00ecrieunBanach 3a cueT MoHma Mpe3suACHTCKUX TpaH-
ToB, biarorBopurensHoro ¢onna «Kusu ceituac», ®onna nmpaBocaaBHOM MHUIUATH-
BbI, 0JIArOTBOPUTENEH.

Taxum oOpazom, opranuzoBanHas u BHenpeHHast B Cankt-IletepOypre mozens
KOMIIJIEKCHON MYJIbTHIMCHUIIIIMHAPHOW CHMIITOMAaTUYECKOM MOMOLIM IMAlMEHTaM C
OOKOBBIM aMUOTPO(PHUUECKUM CKJIIEPO30M, MPOJEMOHCTPHPOBAJIa CBOIO BOCTPEOOBAH-
HOCTh U 3(P(PEKTUBHOCTD, CIIOCOOCTBOBAJIA YBEJIWYEHUIO BBDKMBAEMOCTH, YMEHbIIE-
HUIO BBIPAKEHHOCTU TSDKENIBIX CHUMITOMBI 3a00J€BaHUS, YIYUILIEHUIO IICHUXO-
COLIMAJIBHOM aJjanTalyy MalueHTa K 0O0JIE3HH, a TAaK)KE MOBBIIIECHUIO JTOCTYITHOCTU U
BO3MOKHOCTH IUIAHUPOBAHUS MEIULIMHCKON IIOMOIIM, YTO OINPEIEIsaeT BO3MOKHOCTh
WCIIOJB30BaHus B Apyrux peruoHax Poccuiickonn denepanuu ais yjaydlIeHUs Kade-

CTBa OKa3aHUA MGIIPII.[PIHCKOﬁ IIOMOIIH IMamKuCHTaM C OTHUM TSAXKCJIBIM 3a00JICBaHHUECM.
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BbIBO/IbI

1. YTOYHEHBl ~ KIMHUKO-MATOI€HETUYECKHME  OCOOCHHOCTH  OOKOBOTO
amuoTpoduueckoro ckiepo3a: yacrora myranuid B reHax ATXN2 u C90rf72 (8,5% u
2,4%) c TenaeHuuMen Kk Ooree crapiieMy BO3pacTy /1e0r0Ta 3a00JIeBaHUs Y MAIIMEHTOB
¢ mpemdkcnancuerr B rene ATXNZ2 (p=0,065); HepaBHOMEpHBIN TeMIT Tporpec-
CUPOBaHMUsI 3a00JI€BaHUSI HE3aBUCUMO OT €ro (hOpMBI.

2. [Tokazanbl HEOIArONMPUSATHBIE TMPOTHOCTUYECKUE (HAKTOPHl OOKOBOTO
aMUOTPOPUUYECKOTO CKJIepo3a: AeOI0T 3a00eBaHMs B BO3pacTe cTapiie 75 JeT, HU3KUM
WHJIEKC MAacChl Tejla JO TMOSBICHUS TMEPBBIX CHUMITOMOB 3a00JieBaHUS, TsHKeas
cTeneHb aucdaruu, a Takxke OynbOapHas W NEPBUYHO-TEHEPAIM30BAHHAS (POPMBI
3a00JIeBaHMs, BBDKMBAEMOCTh IMPU KOTOPHIX MUHUMAaibHAa U coctaBwia 24,0+1,7 u
11£2,2 MecsieB COOTBETCTBEHHO. HaumOombiasi BbDKMBAEMOCTH BBISIBJICHA TMpU
HICHHO-TPYIHON W MOSICHUYHO-KPECTIOBOM (popMax OOKOBOTO amMHUOTPOPUUECKOTO
ckieposa - 51,0+8,8 u 49,0+£9,6 Mecs1ieB COOTBETCTBEHHO.

3. Pa3zpaboran u BHEAPEH KOMIUIEKC MEPONPUATHI MO OKa3aHUIO
MYJIBTUIUCUUIUIMHAPHON CHUMIITOMAaTHUYECKOM Tepanuu MalMeHTaM Ha TO3JHUX
CTaausiX OOKOBOTO aMHOTPO(PHUUECKOTO CKIEPO3a, KOTOPHIH BKIIOYAET CBOCBPEMEHHOE
MpOBEACHUE IUIAHOBOW ractpoctoMuu npu aucharum (47 marueHtoB — 42,3%),
UCIIOJb30BAHUE  HEWHBA3WBHOM  BEHTWISILIMM  JIETKUX  [PU  JbIXaTeIbHOMN
HepoctarouHocty (41 mamuenta — 36,9%), MpuUMeHEHHE CPEACTB aIbTEPHATHBHOM
KOMMYHUKAIIMM Tpu HapymeHusx peur (79 nanuentoB — 71,2%), Koppekuuio
abdexTuBHBIX HapyuieHud (42 marmumenta — 43,2%) u metoasl aprorepanuu (41
namueHt — 36,9%).

4, [Tokazana IIPOrHOCTUYECKAs 3HAYUMOCTh KOMILJIEKCHOM
MYJIBTHIUCIUIUIMHAPHON CUMITOMAaTHYECKOM Tepanmuu TMO3JHUX CTaauii OOKOBOTO
aMHUOTPO(UYECKOTO CKJIEpO3a, KOTOpas OMpPENesseTcsl yBEIUYEHUEM BbDKHMBAEMOCTH
MAIMEHTOB, YMEHBIIICHUEM TSKEIBIX CHMIITOMBI 3a00JI€BaHUS, YIYYIICHHEM ICHUXO-

COITMAJILHOM aJjanTalliy MmarueHTa K 0oae3Hu Ha (JOHE MTPOBOIUMOM TEPAITHH.
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d. Ha cHOBaHMM JaHHBIX OMPOCA MALMEHTOB U UX POACTBEHHUKOB IOKa3aHa
BBICOKAsI MEIMKO-COLIMaIbHAs 3HAYMMOCTh OPTraHW30BaHHON U BHEAPEHHON B CaHKT-
[TetepOypre pernoHaNbPHOW WHHOBAIIMOHHOW MOJACIH MEIUIIMHCKON TIOMOIIM H
COIMAIBHON TOJACPKKH TMallUCHTaM C OOKOBBIM aMHOTPO(PUUIECKUM CKIIEPO30M,
oOecreynBIIei MOBBIIEHNE JOCTYITHOCTH MEAUIIMHCKOM MTOMOIIHU ISl 3TON KaTeropuu
MAIMEHTOB, BO3MOXXHOCTh IUIAHUPOBAHUS CHMIITOMAaTUYECKUX W MNaJUIMATUBHBIX
MEpOTPUATUNA,  TOBBIIIEHWE  YAOBIETBOPEHHOCTH  O0BEMOM U  Ka4eCTBOM
MPEIOCTaBIsIEMONM  MEAMKO-COIIMANIbHOW  MOMOIIM  MalieHTaM ¢ OOKOBBIM

aMUOTPO(UUYECKUM CKJIEPO30M Ha aMOyJaTOPHOM 3Tarle.
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[TPAKTUYECKHUE PEKOMEH/IALINHA

1. C yuerom pa3zHOOOpas3usi MPOTPECCUPYIOMUX TSKEIBIX CHMIITOMOB
3a00eBaHusl (ABIXATEIBHOW HEJOCTATOYHOCTH, Auc(haruu, AU3apTpuH, OO0JIEBOrO
CUHAPOMA), & TAKXKE CHIKEHUSI (PU3NUECKON U COLMAIIbHOM aKTUBHOCTH MAIIUEHTOB C
OOKOBBIM aMUOTPO(UYECKHM CKJIEPO30M B TEUEHUE BCEro Inepuojaa OoJe3HU
pEeKOMeHIyeTcsl HaOMI0aTh MYJIbTUIUCUUILIMHAPHOW OpuUrajoil CreuuasTucToB |
OCYILECTBJISITh MEIUKO-COLIMAIIBHOE COMPOBOKACHUE.

2. [Ipy oOxa3aHUM CHUMIOTOMATHYECKOM TIOMOIIM OOJBHBIM OOKOBBIM
aMHOTPO(PUUECKUM  CKJIIEPO30M  HEOOXOAMMO PYKOBOJICTBOBATHCS ~ OCHOBHBIMHU
MPUHIUIIAMU: OTKPBITOCTH B OOCYKJIEHUU MPOTHO3a C MAIMEHTOM, TPEEMCTBEHHOCTH
B paboTe Bpauel paszWYHBIX CIEHUATBHOCTEH, KOMIUIEKCHOCTH, CBOEBPEMEHHOCTH,
MOCJIEIOBATEILHOCTH U TMEPUOAUYHOCTH B MPOBEACHUU JI€UeOHO-TMATHOCTUIECKUX U
MaJUTMaTUBHBIX MEPOTPUSTUH.

3. Junamuyeckoe HaOmoAeHHue OOJBHBIX OOKOBBIM aMHUOTPO(DUUYECKUM
CKJIEpO30M TIPOBOJUTH HE pexke 1 paza B 3 Mecsna Ha 2 u 3 cTraguax 3a0ojieBaHus,
eXeMECSYHO Ha 4 ctaauu 3a00J1eBaHusl.

4, [Tpu nmosiBneHnn MpU3HAKOB AUc(aruu u JpIXaTeIbHON HEJ0CTaATOYHOCTU
HEOOXOJIMMO TMPOBOJUTH MpPUEMJIEMbIE ISl TalMeHTa METOAbl HMX KOPPEKIUU,
BKJIIOYAs YCTAaHOBKY TacTPOCTOMBI U HCIOJIb30BAHUE METOJI0OB HCKYCCTBEHHOMN
BEHTWISILIUU JIETKUX MIPU COTJIACUH MAI[UEHTA.

S. Ha mno3gHux cragusix OOKOBOIO aMHUOTPO(PHUYECKOro CKjepo3a s
npoPUIIaKTUKKA  OCJIOXKHEHUU  TpeOyercs oOOydueHHe PpOJCTBEHHUKOB  YXOIY,
MO3ULIMOHUPOBAHUIO U TIEPEMEILIEHUIO OObHBIX.

6. JInsi MOBBILIEHHSI KA4€CTBA U JOCTYITHOCTA CUMIITOMATHYE€CKON MYJIbTH-
JTUCIUTUTMHApHON oMoty nareHTam ¢ BAC Ha pernoHanbHOM YpOBHE HE0OX0aMMa
peanv3auMs JAHHOM  WHHOBAalMOHHOM  MOJEIM B  COBPEMEHHOW  CHUCTEME

3APaBOOXpPAaHCHUA, a HMCHHO, CI)YHKLII/IOHaJ'II)HOe O6T>6I[I/IHCHI/IG ACATCIIBHOCTHU
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MEIUIMHCKUX W  COUMAIBHBIX YUYPEXKAEHUW C  TPUBICUYCHUEM  PECYpPCOB

HCTOCYAApPCTBCHHOI'O CCKTOPA.
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ITEPCITIEKTUBBI JAJIBHEWUIIEN PASPABOTKH TEMBI

BaxkneiimmiMu HampaBiIeHUSAMH B HM3y4Y€HHH OOKOBOTO aMHUOTPOGUUECKOTO
CKJIEpO3a SBISIOTCS MPOAOHKEHUE TTONCKA A (DEKTUBHBIX METOJIOB MMaTOTCHETHUECKON
Teparuu, pa3padboTka U yTBEPKIECHUE KIMHUYECKUX PEKOMEHJAIUM M0 BEJCHHUIO Ia-
ureHtoB ¢ bAC, a Takke ONTUMHU3ALMS OpTraHU3allMU MAJJTMATUBHON MOMOIIM Mallu-
€HTaM Ha IMO3JHUX CTaJausiX 3a00JIeBaHUs B pa3iuyHbIX pernoHax P®. [Ipencrasnser-
Csl aKTyaJIbHBIM MPOJOJDKUTH UCCIICIOBAHUE BIUSIHUA TAaCTPOCTOMHUM U HEMHBA3UBHOM
BEHTWISIIIMU JIETKUX Ha MPOJOKUTEILHOCTh U KaUyeCTBO >KU3HU OOJIbHBIX B 3aBHUCH-

MOCTH OT CPOKOB Ha4dalJla IPUMCHCHHUA 3TUX MCTOAOB U KIMHHUYCCKHUX XAPAKTCPHUCTHK

3aboneBanus (hopmelt BAC, UMT, XX3IJI).
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[MTPMJIOXKEHUE

Tabmuma 24 - IlepecMoTpeHHas mIKana HapymeHWH (QYHKIUA Mpu OGOKOBOM

amuorpoduueckom ckiepose (ALS Functional Rating Scale Revised, ALS FRS-R)
1. Peun

4

HopmanpHas

OT1yéTiIMBO 3aMeJIEHa

BusiTHa npu MOBTOpEHUH

Peub coueraercs ¢ HeBepOaIbHBIM OOIIIEHUEM

YTpara npuemieMoil pyHKIUN

CanuBanus

HopmansHoe

w| B N O R N W

He6011b1110i1, HO OLYTUMBIN U30BITOK CIIOHBI BO PTY, HOYHOE
CJIIFOHOTECUCHHUE

YMepeHHbI U30BITOK CIIOHBI, MUHUMAIBHOE CIIOHOTECUECHHE

BoipakeHHbIN N30BITOK CIIOHBI, YMEPEHHOE CIIOHOTECUECHHE

BripaxkeHHOE CcIIOHOTEUYEHHE, TPEOYET MOCTOSIHHOE MOJIH30BATHCS TJIATKOM

I'n

OTaHHUC

Hopmanbsnoe

PanHue HapyieHus — peikoe IOoNepXruBaHue

HOTpe6HOCTI> B UIBMCHCHHNH KOHCHUCTCHIIMH ITUIIH

Hy>1<)1aeTc;1 B ICPUOANYCCKOM 30HAOBOM ITMTAHUHU, TACTPOCTOMUHU

[IuTaHue TOJIBKO Yepe3 racCTPOCTOMY

. [Touepk

Hopmanbeubii

MeieHHBIN WM COMBYMBEINA, HO BCE CJIOBA YHNTAEMBI

He Bce ci1oBa yntaeMbl

MoxeT ynepKuBaTh PydKy, HO HE MOXET IIACATh

O R N W A A O P N WA WO RN

He moxer nepxatb pyuky
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5. CriocoOHOCTH pe3aTh MUIIY U MOJIH30BATHCS MOCY 10U

4 Hopmanbshas

3 BrImonHsI€T MEITICHHO U HEJIOBKO, HO CAMOCTOSITEITEHO

2 MoskeT pa3pe3arb OOJBIIMHCTBO BHAOB MHUIIM MEAJECHHO U HEIOBKO, MHOTJA
TpedyeTcs MOMOIIb

1 [Tumny pexeT mMoCTOpOHHEE JIHI0, O0JBHON MEIJICHHO €CTh CaM

0 BonbHOTO KOPMHUT TOCTOPOHHEE JTUIIO

6. OneBanue U rurueHa

4

Hopma

3

Brimomnnser CaMOCTOATCIIbHO, HO C YCHUJIMEM HUJIM HCAOCTATOYHO KaUCCTBCHHO

N

[Tepronnyecku MoOJIb3yeTCS MOCTOPOHHEN MOMOIIBIO WIIA U3MEHSIET BUJ OJCK-
TTBI

Hy»xnaercs B TOCTOPOHHEN ITOMOIIA

[TonHast 3aBUCUMOCTh

. HOBOpOTbI B ITOCTCIIN

Hopma

Brimomnnser MCAJICHHO U HCJIOBKO, HO CaMOCTOATCIIBHO

Mozxert IMOBOPAYMUBATHECA CaAMOCTOATCIIBHO, HO C 0OIBIINM YCHIINEM

Haunnaer neiicTBre, HO HE MOYKET 3aBEPIIUTH

[lomHOCTRIO 3aBUCUM

. Xonp0a

Hopma

3ameqieHHas

XoauT ¢ NOAAEPHKKON

I[BI/I)KGHI/ISI B HOT'aX €CTb, HO XOI[B621 HCBO3MOXKHa

OTCYTCTBYIOT LI€JICHAIPABICHHBIE ABUKEHUS HOT

. IlogbeM 1o JecTHULIE

Hopma

3ameIeHHOE

N| W | O O | N W b 0 O P N WO & | O

JIerkue maTKoCTh WK YTOMJICHHC
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Hyxnaercsa B nOCTOpOHHEN ITOMOIIU

He moxer IIOAHUMATBLCA

10. JIprxanue

Hopmanbsnoe

Oppimka mpu Xoas0e

OI[I)IIIIKa Impu €4¢€, OACBAHUU, THTHCHUYCCKUX ITPOLCAYpaAX

OI[BIH_IKa B ITIOKO€, B ITOJIOKCHUH JICKA UJIN CUOA

O | N W b

ITocTossnHas OJBIIIKA, Tpe6yroma;1 MEXaHMYECKOM BCHTUJIALIUA

11. OpronHo3

4 Her

3 EcTh n3-3a oApIIku BO BpeMs CHa, HO PETYJAPHO HE MOIKIAILIBACT JBE IIO-
JTYTIKA

2 [TogkmaneiBaeT Oosiee ABYX MOYIICK BO BpeMsl CHa

1 MOo3KeT cIIaTh TOJIBKO CUASA

0 He moxert ciath

12. I[I)IX&TGJII)H&SI HCIOCTATOYHOCTD

Her

Bpems ot Bpemenu nonb3yercst BIPAP

[TocrosinHo nonb3yercsa BIPAP Bo Bpems cHa

[TocrosiHHO Tonb3yeTca BIPAP Bo Bpems cHa u tHEM

o | N W b

MHBa3uBHAsS UCKYCCTBEHHAsI BEHTHIIAIMS (MHTYOAIUS WM TPAXeOCTOMA)

O6mas cymma B 6aiiax
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Tabmuma 25 - Cucrema ouenku ctaauun BAC Koponesckoro Komnemxka B Jlon-

noue, 2012

craaus 1 nopaxeHue 1-ro ypoBHs (I€pBble CUMITOMBI 3a00JI€BaHNs )
cragus 2 BOBJICUYECHHE 2-TO YPOBHS

craaus 3 BOBJICYEHHUE 3-TO YPOBHS

craaus 4A HaJIM4Ke [TOKA3aHUN K raCTPOCTOMUM

craaus 4B HeoOxoaumocTh poBeaeHust HUBJI

Tabmuua 26 - lkana A. Hillel ny1s omleHKH cTeNEHU TSHKECTU TU3APTPUU TIPH

OOKOBOM aMOTPO(PHUIECKOM CKIIEPO3e

Onenka (B 6amiax)

CyOBbeKTUBHBIC CUMIITOMBI

OOBEKTUBHBIE CUMIITOMBI

10 — HopmasnbHas OTCyTCTBYIOT OTCcyTCTBYIOT

peyb

9- 3ameTHBI TOJIbKO O00bHOMY WM | CKOPOCTh U 00BEM HE U3-
HeynaBnuBaemele ero OJIM3KUM MEHEHBI

HapylIEeHus

8 — YnaBnuBaemble | 3aMETHBI OKPY’KaIOIIUM, OCO- CKOpOCTh HE U3MEHEHA
HapyLIEHUs OCHHO NpU YTOMJICHUU WJIH BOJI-

HEHHUU OO0JIBHOI'O

7 — OyeBUIHBIE
HapyIICHUS

Peub BHATHA, HO €€ HapyllIEeHUs
BCET/1a 3aMETHBI OKPYKAKOIIM

CkopocTb, ApTUKYJISIUS U
pe3oHaHC (OTTEHOK ToJjoca)
W3MCHCHBI

6 — Muorma Tpely-
€TCS IOBTOPEHUE
CIIOB

BonsHOMY MIPUXOIUTCS TTOBTO-
PATH OTAEIBHBIE CJIOBA B OTIPE-
JICTICHHBIX CUTYAIlUsX, HO COCTaB
U TIPOJIOJIKUTENBHOCTD (hpa3 He
U3MEHEHBI

CKOpOCTh 3HAYUTENBHO 3a-
MeJIeHa

5 — Yacro tpebyercs
MIOBTOPCHHE CJIOB

bonpHOM YacTo MOBTOPSET CII0O-
Ba, OJIN3KKE MOTYT OBITh «IIepe-
BOJAYHUKAMU», COCTAB U TIPOJIOJI-
KUTEITHHOCTH (Ppa3 MOTYT OBITH
OTpaHUYCHBI

Peskoe 3amemenue u 3a-
TPYyAHECHHUE PEUYH

4 — Peup coueraercs
C HeBepOaJIbHBIM
o01lIEHrEM

bonpHOM MCTIONB3YET PEUYb TOJb-
KO JJIsl OTBETA HA BOIIPOCHI

Jlnst ycTpaHeHust mpo0iem ¢
HEepa300PUYMBOCTHIO peUn
TpeOyeTcsi MUChbMO WITH
00BACHEHHUSI IPYTOT0 YeIo-
BEKa

3 — Bo3MOXHBI

BobHOM MOYXKET OTBETUTH TOJIb-

Bcerna neBepbanpHOe 00-
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JIMITb OAHOCJJIOXXHBIC | KO «da» UJIN «HET» MCHUC

OTBCTHI

2 — Bo3mosxkHo b | bonsHO#M momaet ronoc, Tonbko | Beerna HeBepOanbHOE 00-
BBIpAXEHHE SMOLIUM | YTOOBI BEIPA3UTh YYBCTRBO, IIEHUE

YTBCPIKACHUC UJIM OTPUIAHHNC

1 — Anaptpus BonsHOMY Tpy/iHO OJIaTh TO- BonbHOI mogaeT royioc npu

J10C, 3TO BO3MOYKHO JIMIIIb KpaT- | IUIa4e UM BBIpAKEHUHU 00-
KOBPEMEHHO, M OH MPUOETaeT K | JIn
ITOMY PEJIKO

HADS (The Hospital Anxiety and Depression scale) — rocriuraibHas mkana

TPCBOI'K U ACTIPCCCUU

Kaxxiomy yTBEpXKAEHHIO COOTBETCTBYIOT 4 BapHaHTa OTBeTa. BeiOepure TOT U3

OTBCTOB, KOTOpBIﬁ COOTBCTCTBYCT BameMy COCTOsJAHHIO, a 3aTCM HpOCYMMHprITG 0asIbI

B Ka)X10M YacCTH.

YacTs | (o11eHKa ypOBHS TPEBOTH)

1.
3-
2 -
1-
0-
2.

YUTBCA

3-
2 -
1-
0-
3.
3-
2 -

51 ucTIBITBIBAIO HAIIPSHKEHUE, MHE HE 10 ce0e
BCE BpeMsI
4acTo
BpEMS OT BpPEMEHM, NHOI' /1A
COBCEM HE MCIBITHIBAIO

Sl ucnbpIThIBaKO CTpax, KaXCTCA, YTO YTO-TO Y>KAaCHOC MOKCT BOT-BOT CIYy-

ONPENIEIICHHO 3TO TaK, U CTPaX OYEHb BEIUK
114, 3TO TaK, HO CTPax HE OYEHb BEIIUK
WHOT 1A, HO 9TO MEHS HE OECITOKOHT
COBCEM HE HCIBITHIBAIO
becnokoMHbIE MBICIH KPYTATCS Y MEHS B TOJIOBE
IOCTOSIHHO

OOJIBIITYI0 YaCTh BPEMEHU
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1 - Bpems OT BpEMEHHU 1 He TaK 4acTo

0 - TOJILKO MHOTJA

4, 41 1Ierko MOTY IPHUCECTh B PaCCIaOUTHCS

0 - ompeneneHHo, 3TO TaKk

1 - HaBepHO, ATO TaK

2 - TUIIb U3PEJIKa, 3TO TaK

3 - COBCEM HE MOTY

5. S MCTIBITBIBAIO BHYTPEHHEE HAIIPSKECHUE WIIH JIPOIKD

0 - coBceM He UCIBITHIBAIO

1 - unorma

2 - 9aCcTO

3 - 04YEHBb YacTO

6. S uCHBITHIBaIO HEYCUAYMBOCTD, MHE ITOCTOSTHHO HY>KHO JIBUTQThCS

3 - ompeeeHHO, ATO TaK

2 - HaBEPHO, ATO TaK

1 - muIIE B HEKOTOPOH CTENIEHH, 3TO TaK

0 - coBceM HE UCIBITHIBAIO

7. VY MeHs ObIBaeT BHE3AIMHOE YYBCTBO MAHUKHU

3 - 04YeHb YaCTO

2 - TOBOJILHO YacTO

1 - He TaK yX 4acTo

0 - coBceM He ObIBaeT

KonnuecTBo 60amioB

Yacts 11 (oueHKa ypoBHS AeNpecCcun)

1. To, 4To MPUHOCHIIO MHE OOJIBIIIOE YIOBOJILCTBUE, U CEYacC BHI3BIBACT Y Me-
HSI TAKOE K€ YYBCTBO

0 - onpeeneHHo, ATO Tak

1 - HaBepHOE, 3TO TakK

2 - TUIIIbL B OYEHBb MAJIOW CTEIIEHHU, 3TO TaK



3-
2.
0 -
1-
2.
3-
3.
3-
2.
1-
0 -
4.
3-
2.
1-
0 -
5.
3-
2.
1-
0 -
6.
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9TO COBCEM HE TaK
S criocobeH paccMesThCsl M YBUACTh B TOM WM HHOM COOBITHH CMEITHOE
OMPEICJICHHO, ATO TaK
HaBEPHOE, ATO TaK
JINIIL B OY€Hb MAJIOW CTEIICHH, 3TO TaK
COBCEM HE CIIOCOOCH
S ucnpITEIBaKO 00JIPOCTH
COBCEM HE MCIBITHIBAO
OYEHb PEJIKO
WHOTJa
MIPAKTUYECKHA BCE BPEMS
MHe Ka)KeTCsI, 4TO s CTal BCE JIeJIaTh OYCHb MEIJICHHO
IPaKTHYECKU BCE BPEMS
JacTo
WHOTJa
COBCEM HET
51 He ciiexy 3a CBOEH BHEITHOCTHIO
OTIPEJICJICHHO, ATO TaK
s HE YACIISIO 3TOMY CTOJBKO BPEMEHHU, CKOJIBKO HY>KHO
MOKET OBITh, S CTAJI MEHBIIIEC YJICTATh 3TOMY BPEMECHHU
s CIIeXKY 3a cO0O0H Tak JKe, KaK U paHbIIIe

A cuuraro, 4TO MOU Aena (3aHATHs, YBICYEHHUS) MOTYT MPUHECTH MHE YyB-

CTBO YAOBJICTBOPCHUA

0 -
1-
2 -
3-
7.

TOYHO TaK kK€, KaK ¥ OOBIYHO

Jla, HO HE B TOM CTEIMEHH, KaK paHbIIIe
3HAYHUTEIBHO MEHBIIIE, YeM OOBIYHO
COBCEM TaK HE CUMTAIO

A MOTY IIOJIYYUThb YAOBOJIbCTBUC OT XOpOIHGfI KHHUTH, paano- UK TCICIIPO-

rpammel 0 - yacTo
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1 - unorna
2 - peaKo
3 - OYCHB PEAKO

KomauuectBo 0auioB 31€Ch

HymeponomquKaﬂ OLICHOYHAas IIKaJla

BM3Ya/NIbHO — aHANoroBas WKana

Het Hecrepnmaman
Ganu Gone

HYMEPONOrMYecKan OLeHOUYHAnA LWKana

Her
Gonw | Hecrepnumas
I 6onb

T T 7T 7 TT7 T 7T T 1
012 3 4 5|6 7 8 9 10
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I/ dUO ITon Ne n/0, I/ dUO ITonm | Ne /0,
0 (M/k) a/K No (M/k) a/K
1 2 3 4 5 6 7 8
1 A-80.B M 37534 38 K-es C.B. M 25507
2 A-BaE.Tl K 42767 39 K-sa T.I'. K 33682
3 A-BaE.E K 44921 40 K-Ba T.M. K 38203
4 b-pa JI.LE K 10200 41 K-Ba C.A. K 40418
5 b-ux M.JI. M 41654 42 K-xo C.A M 9269
6 b-Ba 1O.1O. XK 27052 43 K-oB A.B M 48224
7 b-oB E.A. M 41848 44 K-xo B.B M 25876
8 b-nu A.B. M 43799 45 K-BaT'.B. XK 27657
9 b-ent BM K 30337 46 K-sa M.M K 27576
10 B-pt JI.B. K 44418 47 | K-xo II.M M 25294
11 B-na I1.JI XK 24007 48 K-oB B.B M 48874
12 B-Ba 11.B XK 26548 49 K-Ba JI.B XK 24679
13 B-oB A A. M 1885 50 K-eB E.A. M 41212
14 B-Ba T.C. XK 48072 51 K-Ba O.I1 XK 34891
15 I'-Ba 3.M. XK 18917 52 JI-sa T.B. XK 27233
16 I'-Ba O.B. K 5350 53 JI-ko O.A M 11227
17 I'-us B.M x| 332338/17019 | 54 JI-oB O.I1 M 37581
18 I'-xo N.1O K 5643 55 M-aa ' M K 31867
19 I'-oB B.H. M 45252 56 M-Ba C.A K 16224
20 H-oB C.I'. M 7347/23606 57 M-Ba E.A K 27944
21 JI-Ba B.A. xK 40415 58 M-pal'.B xK 43482
22 Jl-ua C.A. K 14028 59 M-oB C.B M 45943
23 -1 U.B. K 27598 60 M-Ba H.C K 30860
24 I-as U.B. K 4846 61 M-pa ' M K 26572
25 E-Ba H.IO K 8701 62 H-na H.B K 6485
26 E-Ba JI.B. K 45753 63 H-oB B.A M 42384
27 K-xo T.1 K 35784 64 H-Ba JI.B. K 36726
28 XK-oB AM M 28307 65 H-Ba T.A. XK 1262
29 K-o8 C.B M 24005 66 II-uax M.B M 1381
30 3-eB A.JI M 10037 67 II-sa H.IO K 18162
31 3-sa H.H xK 40913 68 IT-oB JI.A M 50653
32 3-sa HK K 7080 69 IT-oB B.IO M 9649
33 3-eB O.B M 33581 70 II-ea O.M K 25664
34 3-0B M.A M 35677 71 I[I-8a T.B K 26279
35 H-oB A.I1 M 41987 72 P-uu B.O M 5512
36 H-sa H.B K 34509 73 P-nii 11.3 M 43872
37 H-eB I1.A M 44407 74 P-sa JI.T K 44982
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75 C-es MLIL M 30739 118 | H-oB A.IL M 00159
76 C-es H.H. M 33302 119 K-saTI'.C. K 00131
77 C-oB B.B. M 25588 120 | K-es A.. M 00142
78 C-oB B.B. M 27789 121 | K-um I1.A. K 00160
79 C-Ba H.A. XK 33178 122 | K-un B.B. M 00163
80 C-un B.A. M 11903 123 | K-ab1 JI.H. M 00168
81 T-Ba JI.C. K 36893 124 K-oB C.T. K 00161
82 T-na T.B. xK 5826 125 | K-oB X.A. M 00158
83 X-ag T.H. K 30489 126 JI-Ba E.JI. K 00175
84 X-x0 A.M K 36204 127 JI-Ba T.®. K 00182
85 X-un B.H. M 49016 128 | JI-Ba ®@.1. K 00171
86 Y-sa M.O K 30819 129 | JI-ms A.A. M 00188
87 [II-x0o A.M M 11636 130 | JI-ma H.A. XK 00224
88 [1I-Ba M.A K 31053 131 | M-un B.C. M 00156
89 IO-un A.B M 48368 132 | M-na O.1. XK 00255
90 S-aq JI.A. XK 46556 133 | M-oB H.E. M 00191
91 S-eB A.C. M 14433 134 | M-oB C.B. M 00193
92 SI-Ba A.1. K 31683 135 | M-su JI.P. K 00154
93 A-Ba A A. K 00120 136 | H-os U.I. M 00196
94 A-eB A.JL. M 00129 137 | O-oB B.A. M 00204
95 A-na P.M. K 00101 138 | II-Ba JI.N. K 00208
96 A-oB A.B. M 00114 139 | II-Ba JI.O. XK 00177
97 A-oB AT M 00103 140 | II-ea H.M. XK 00192
98 b-es E.B. M 00172 141 | II-oB A.B. M 00206
100 b-uun E.H M 00106 142 | P-uu IO.A. M 00227
101 b-os C.H. M 00107 143 | C-an J1.O. K 00228
102 B-sa T.C. K 00237 144 C-alJll. K 00179
103 I'-saI'.1. K 00149 145 | C-es H.IL M 00250
104 I'-es P.I. M 00141 146 | C-un A.K. M 00251
105 I'-un ©.1. M 00249 147 | C-un O.A. M 00232
106 JI-Ba O.A. xK 00148 148 | C-mna A.M. xK 00256
107 J1-eB A.B. M 00133 149 | C-ua B.B. M 00221
108 E-xo B.B. M 00139 150 | C-oB A.B. M 00135
109 E-oB B.b. M 00118 151 | C-oB .A. M 00242
110 | XK-ua A.B M 00146 152 | C-oB /I.B. M 00219
111 3-Ba E.A. K 00151 153 | C-oB H.C. M 00230
112 3-sa 1.B. K 00238 154 | T-uii B.U. M 00229
113 3-un C.A. M 00140 155 | X-ag E.B. K 00236
114 U-sa I'.B. K 00167 156 | X-ep A.JL M 00162
115 | U-Ba H.IO K 00235 157 | X-oB B.M. M 00234
116 | U-eB AM M 00150 158 | X-oB C.I. K 00226
117 H-na E.I1 K 00128 159 | X-oB IO.A. M 00105
118 N-na H.A. K 00164 160 | Y-pr A.H. M 00102
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