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HAIIMOHAJIBHBIN KJIMHUYECKHUI MMPOTOKO.I
JTUATHOCTHUKHU U JIEYEHUS 11O HO30JI0T'UH
“COCYIUCTAS TEMEHIUS”



1. BBoanast yacTthb
Koanwl mo MKbB-11:

8B60.0 | BokoBoii aMuoTpoduuecKuii ck1epo3
Ccpuika: https://icd.who.int/browse/2024-01/mms/ru#1982355687

JlaTa pa3pa6oTku u nepecmotrpa nporokosia: 2024 roxa, nara nepecmorpa 2027
I. WIK 10 Mepe TMOSBJICHHUS HOBBIX KIIOUYEBBIX J0Ka3aTeNbCTB. Bce mompaBku k
NPEJICTABICHHBIM PEKOMEHIAIMSAM OyayT OMyOJMKOBaHBI B COOTBETCTBYIOIIHUX
JIOKYMEHTaX.

OTBeTCTBEHHOE Y4YpeKAeHHe M0 pa3padoTKe [AaHHOIO KJIMHUYECKOro
1poTokoJia: TamKeHTCKUN eAnaTpuIeCKUi MEIUIIMHCKA HHCTUTYT.

Cnucox aBTOpOB:

I.M.H., 1podeccop kadeapsl HEBPOJOTHUH U

1. | Ixyboa M.M. MeauIUHCKoH neuxonorun TMA

I.M.H., Tipodeccop, 3aB. Kadeapoil HEBPOJIOTHU U

2. | Paxumbaena I'.C. .
MEIUIMHCKOM ricuxonoruu TMA

I.M.H., npodeccop, 3aB. Kapeapoill HEBPOJIOIUH,

3. | Mamxumora E. H. JICTCKOM HEBPOJIOTUM W MEIUIHUHCKON TE€HETUKH
TamlIMN
JI.M.H., 3aB. kadeapoit HEBPOJIOTUH u

4. | IxxypabekoBa A.T. neiipoxupyprun CTMY

K.M.H., JOLEHT Kadeapbl HEBPOJIOTHH, IETCKOU

5. | Hypmyxamenosa M.A. i
YPMYyXaMeao HEBPOJIOTUU ¥ MEIUIMHCKOU reHeTUKH TamlIMU

PhD, accucrent kadeapsl  HEBPOJOTUU U

6. | Xymasposa C.M. N
yAaip MEIUIMHCKOM ricuxonoruu TMA

/. | PycramoBa Y.P. HeBpoJor yacTHOM KIMHUKY “TXMED”

Penenzenrtni:

JI.M.H., ipodeccop kadeapsl HeBposoruu bamkupckoro

1. | Axmaneea JI.P.
TOCYAapCTBEHHOTO MEIUIIMHCKOTO YHUBEPCHUTETA

2. | PaumoBa M.M. J.M.H., ipodeccop kadeapsl HepBHbIX Oone3Hert TI'CU

KnuHanuecknii MpoOTOKON OOCYXKIIEH W PEKOMEHJOBAH K YTBEPKICHUIO IyTEM
JOCTIKEHUsT He(OpMalbHOTO KOHCEHCyca Ha 3akiountelbHoM (CoBelaHuu
paboueil Tpynmel € ydacTHEM MPo(deccopCKo-MPenoaBaTeIbCKOro COCTaBa
BBICIIMX Y4Y€OHBIX 3aBEJICHWMH, YJICHOB aCCOIMAIlMU HEBPOJOTOB Y30EKHUCTaHA,
OpPraHu3aTOPOB 3/IPABOOXPAHEHUS , BpAU€l PETMOHAJIBHBIX YUPEKICHUN B OHJIAWH-
dbopmare 7 anpenst 2023 r., mpoTokoi Nel.,

PykoBoauTens pabouelt rpynms - A.M.H. ipodeccop Mamxunosa E.H.

Knuaudeckuit MpoOTOKONA paccMOTpeH W yTBepxkaeH YueHsiM CoBeToM
TalKeHTCKOro NeauaTpudyeckoro MeIUIMHCKOTOo HHCTUTyTa» 30 mapra 2023 r.,
poTOoKOJI No5.

[Ipencenarens Yuenoro CoBeta — 1.M.H., mpodeccop Jamunos b.T.
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(3Ty YacTh HaJIO 3aMOJIHATH MPO YUSHBIN COBET, 3acelaHrne paboUelt TPYTIIIbI)

DKCMepPTHAsI OLEHKA CO CTOPOHBI CNENUAJIMCTOB JKCINEPTHOM IPyNnbl NPHU
MunucTepcTBe 31paBooxpaHenus PecnyOiaukn Y30ekucran:

(1. ] |

JlaHHBI KJIMHUYECKUH MPOTOKOJ ObUT pa3paboTaH NpU OPraHU3allMOHHOW U
METOJMYECKOW MOIAEPKKH MOJ PYKOBOACTBOM 3aMECTHUTENII MUHHUCTPA J.M.H.,
@.lllapunoBa,  HayanpHuka  ynpaBieHHs ~ MEIUMUHMHCKOTO  CTPAXOBAHMS
1. AnmapaaHoBa, HadanbHUKa OTAena Pa3paboTKu KIMHUYECKUX MPOTOKOJIOB U
cranaaptoB A.M.H. C.Y06aiinynnaeBoii, I1aBHBIX CIIEHUATNCTOB OT/eNa pa3paboTKu
KIIMHUYEeCKUX TMpoTokonoB u  crtaHgaptoB IlI.Hypumona, C.YcmaHoBa wu
I'.Jl>xymaeBoi.

Cnucok coxkpameHui

AJl ayTOCOMHO-JIOMUHAHTHBIA THII HACIEAOBAHUS
AP ayTOCOMHO-PELIECCUBHBIN TUI HACIEAOBAHUS
BAC O0KOBOI aMHOTPO(UUYECKUI CKIEPO3

BJIH 00JIe3Hb JBUTaTEILHOTO HEMpPOHA

KEJI JKU3HEHHAs! EMKOCTb JIETKUX

HNBJI WHBA3WBHASI BEHTHISILIAS JIETKAX

KIIC KHCIIOTHO-IIIEJIOYHOE COCTOSTHUE

MPT MarHUTHO-PE30HAHCHAs! TOMOrpadus

HHUBJI HEWHBA3MBHAsl BEHTUISLNS JIETKUX

OPB1 00BeM POpPCUPOBAHHOTO BBIOXA 32 | CeKyHaY
paCO:2 | mapuuaibHOE AaBJICHHE KUCIOPOIa B apTepHAbHON KPOBU
IIMH nepudepruyecKkuii MOTOHEHPOH

IIMH LEHTPAIbHBI MOTOHEHPOH

OHMI' | snekTpoHeiipomuorpadus

IIbC NEepBUYHBII OOKOBOM CKIIepo3

IIMA MIPOTPECCUPYIONIAsl MBITIIEYHAsI aTpOdUs
ITMH nepudeprudecKkuii MOTOHEHPOH

IIMH LHEHTPAJIbHBII MOTOHEHPOH

BAI BH3yaJIbHO-aHAJIOIOBasl IIKaJla

IHoab30BaTe M KIMHAYECKOI0 IpoOTOKoOJIA:

Bpauun HeBposoru

Bpauu TepaneBTbl

Bpauu nynsMOHOIIOTH

Bpaun aHeCTE3H0I0TH-PEAHUMATOJIOT !
Bpauu 1o nannmatuBHOW MEAULIMHCKON TOMOIIA
Bpau o MeaunuHCKON peaduianTanuu
Bpau-dusnorepanest

Bpau-gueronor

. CemeliHble Bpauu

10.ITeguaTper

11.Bpauu 1a00paHThI

12.Opranu3zaTopsl 3paBOOXPAHECHUS

oCoNOOR~ODE



13.Knuanueckue papmaxkosioru
14.CtyneHThl, KIWHUYECKHE OPAWHATOPBI, MArUCTPAHTBI, ACHHUPAHTHI,
NPETIoIaBaTelId MEIUIIMHCKUX BY30B

Kareropum nanmentoB: nauueHtsl ¢ BAC.



IIIxaja oneHKH ypoBHeH 10CTOBEPHOCTH A0Ka3aTeabeTs (Y /) s Mmeronos
AMATHOCTHKH (IMATHOCTHYECKHX BMeEIIATeJbCTB)

YA Pacmiugposka
CuctemaTnueckue 0030pbI HCCIEIOBAHUN C KOHTPOJEM pedepeHCHBIM METOAOM WU
1 CHCTeMAaTHYeCKHid 0030p pPaHAOMHU3UPOBAHHBIX KJIWHUYECKUX HCCIEIOBAHUN C

IIPUMEHEHUEM METa-aHaJIu3a
OTtnenbHBIE HCCIENOBaHHUS C KOHTpPOJIEM pedEepeHCHBIM METOAOM WM OTACNIbHBIC
PaHJIOMU3MPOBAHHBIE KJIMHUYECKHUE HCCIEAOBAaHUS U CHUCTEMAaTUYECKHE 0030pbl

2 HCCIIE0OBAHUM JIFOOOTO H3aiiHa, 3a MCKIIOUEHUEM PaHJIOMU3HUPOBAHHBIX KIMHHYECKUX
HCCJIEIOBAHNUM, C TPUMEHEHUEM MeTa-aHaIn3a
UccnemoBanmst 0e3 TOCIEIOBATEIILHOTO KOHTPOJSI PEPEPEHCHBIM METOJOM  WIIH

3 UCcCIeIoBaHus C peepeHCHBIM METOJIOM, HE SBIISIOIMIAMCS HE3aBHCHMBIM  OT
HCCIIEAYyEMOT0 METO/1a MIIM HEPAHJOMU3UPOBAHHBIE CPABHUTENHHBIEC UCCIIEIOBAHNUS, B TOM
YHUCJIE KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHuTenbpHbIE HCCIIETOBAHUS, OTUCAHNE KIMHUYECKOTO CIIydast

5 Nwmeetcs nuibs 060CHOBaHNWE MEXaHU3Ma JEHCTBHSI UM MHEHHE SKCIIEPTOB

IIIxaja oueHKH yPOBHEH J0CTOBEPHOCTH J0Ka3aTeabCeTB (Y1) nist NpopHIaKTHYECKHX,
Jie4eOHbIX, peadMIUTAIMOHHBIX BMEIIATE/IbLCTB

YA Pacmiugposka

1 Cucrematnueckuii 0030p PKU ¢ mpuMeHnennem mera-aHanmsa

5 Otnensupie PKM u cuctemaTmueckue 0030pbI HCCIIENOBaHUM J100Oro 1u3aiiHa, 3a
uckmouenrneM PKU, ¢ npumenennem mera-aHanuza

3 | HepangomusupoBaHHbIE CPABHUTEIbHBIE HCCIIEJOBAHUS, B T.4. KOTOPTHBIE HCCIEJOBAHUS

4 HecpaBHurenbsHbie HCCIIE/I0BAHNA, OMHCAHHE KIMHMMECKOTO CIy4as WIM CEepUM CIy4acs,
HCCIIEAOBAHUS «CIy4ai-KOHTPOJIbY

5 Nwmeercs mumb 00OCHOBaHME MeXaHWU3Ma JIEHCTBHS BMEIIATENbCTBA (JOKIMHUYECKHE
HCCIIEIOBaHMsI) WJIM MHEHUE DKCIIEPTOB

IIxana oueHKH ypoBHel yoeauTeabHOCTH pekoMenaanuii (YYP) nis npopuiiakTudeckux,
AUATHOCTHYECCKHX, ﬂe‘leﬁﬂblx, peaﬁl/lﬂl/lTallPIOHHle BMeEHIaTECJIbCTB

YYP Pacuimgposka

CunbHas pekoMeHnaIys (Bce paccMaTpuBaeMble KpUTEpUU S(PGEKTUBHOCTH (MCXOJIbI)
SBIISIIOTCSL B@)KHBIMH, BCE HCCIEIOBAHUS HMEIOT BBICOKOE WM YJIOBIETBOPHUTEIBHOE
METOJ0JIOTHYECKOe KadeCTBO, MX BBIBOABI [0 HHTEPECYIOUIMM HCXOJaM SBIISIOTCS
COTJIACOBAaHHBIMU)

VYcnoBHast peKoMeHIanus (He Bce paccMaTpuBaeMble KpUTepuH 3 GEKTUBHOCTH (MCXO/IbI)
ABIISIIOTCSl BaKHBIMHU, HE BCE€ MCCJIEJOBAHUS MMEIOT BBICOKOE MM YIOBIETBOPHTEIBHOE
METO/I0JIOTNYECKOe KaueCTBO W/HIIH UX BBIBOJIBI 10 MHTEPECYIOIINM HCXO0/1aM HE SBIISIOTCS
COIJIACOBAaHHBIMU)

Cnabas pexkomeHmanusi (OTCYTCTBHE JIOKa3aTelIbCTB HAJISKAIIETO KadecTBa (BCe
paccmarpuBaemMbie KpuUTepuu d(PPEKTUBHOCTH (WCXONBI) SIBISIOTCS HEBAKHBIMH, BCE
WCCIICIOBAaHUS HMMEIOT HHU3KO€ METOAOJOTHYEeCKOe KadecTBO M HUX BBIBOABI IO
MHTEPECYIOIUM HCXO0AaM He SBIISIOTCS COTIACOBAHHBIMN)




2. OcHOBHAA YACTH

Beenenue

Boxosoii amuoTpopuueckuii ckiiepo3 (BAC) sBisercss daTaabHbIM HEHpOIereHepaTHBHBIM
3a00JI€BaHUEM C IPEUMYLIECTBEHHBIM IOPa)K€HHUEM MOTOHEHPOHOB IEPBUYHOM MOTOPHOM
KOpBbI, KOPTHUKOCIHMHAJIbHBIX (IUPAMUIHBIX) TPAKTOB M MOTOHEHPOHOB IEPEIHUX POIrOB
cMHHOro Mo3ra. KnuHuuecku 3a0osieBaHHE MPOSBISETCS HEYKIOHHO MPOrPECCUPYIOIINMU
CMELIAHHBIMH  (CHACTUKO-aTpO(UUYECKUMHU) Tape3amMH, MOopakeHHeMm OynbOapHOi U
JbIXAaTEIbHOM MYCKYJIaTyphbl, 4YTO B OAABIISAIONIEM OOIBIINHCTBE CIIy4aeB IPUBOAUT K THOen
MAIMEHTOB Yepe3 HeCKOJIBKO JIET mociie nedrora 6onesnu [ 1, 2].

JlocTUTHYTBI B TMOCJEIHUE TOABl MPOrpecc B OOJACTH HM3YyYEHUS MEXAaHHU3MOB Pa3BUTHUS U
pacnpocTpaHeHHs naroyiornyeckoro mnpouecca npu BAC no3BosiseT M0-HOBOMY B3IVIAHYTh Ha
BAC kak 3a0oneBaHue BCEro MO3ra B II€JIOM, a HE TOJBKO Kak Ha 00JI€3Hb MOTOPHOM CHUCTEMBI.
[TosryueHbl MHOTOUUCIIEHHBIE 10KA3aTEIbCTBA MYJIBTUCHCTEMHOCTH ITOPAYKEHUS FOJIOBHOI'O MO3Tra
npu BAC [3]. Do 32-50% naunentoB ¢ BAC UMe0T KOTHUTUBHBIE U ITOBEACHUYECKUE HAPYILIEHUS
pPa3IMYHOM CTENEHU BbIPAKEHHOCTHU, B 19% ciaydyaeB COOTBETCTBYIOIIME JUArHOCTHYECKUM
KPHUTEPHUSIM JIOOHO-BUCOYHOU JeMeHIun [4].

Jlo HacTosmiero BpeMeHH paHHsS guarHocThka BAC sBisieTcs cephe3HON mpoOIeMON.
[Tonmumopdu3mM KIMHUYECKUX MPOSBIECHUIN 3a00NeBaHUSl, 0COOCHHO B JI€0I0TE, TeTEPOre€HHOCTD
KIIMHHUYECKOI'O TCUCHUA TpC6YIOT pa3pa60TK1/1 00BEKTUBHBIX JUATrHOCTUYCCKUX u
POTHOCTUYECKUX MapKepoB [5—7].

Hcnonp30BaHne COBPEMEHHBIX METOAOB CTPYKTYPHOH U (DYHKIIMOHAIEHOW BU3YAIIN3aLlUU HAPSITY
C HCIOJIb30BaHUEM HEUPOPHU3UOTIOTUIECKUX METOAMK SBJISIETCS BEIYIIUM MOAXOAO0M K U3YUESHUIO
HepBHOU cuctembl pu BAC in vivo — OIllIEGHKE CTPYKTYpPHOH MAaTOJOTHH CEPOro W Oeyoro
BEIIECTBA, HW3MEHEHUN perenTopHOro npoduisi, COIEpKaHUsS Pa3IUYHBIX METaboIHUTOB,
U3MCHEHHI HEWPOHHBIX ceTell 1 KoHHeKTuBHOCTH [8—10].

B nocnennue rojapl  BO3MOYKHOCTHM  HEMPOBHU3YAIM3ALMOHHBIX METOJOB  CYIIECTBEHHO
pacmpuinchk [11] W He OrpaHMYMBAIOTCS TOJIBKO «HEraTMBHOW» JUarHOCTHKOM, T.€.
UCKJIIOUYEHUEM CTPYKTYpHOH IATOJIOTMH, KOTOpas MOXET CTaTb HNpuunMHOM passutus BAC-
MOA00HBIX CHUHIPOMOB.

B MHOTOUYMCIIEHHBIX UCCIEA0BAHUAX C IPUMEHEHUEM METOI0B HEHPOBU3yaIN3alluH Yy allUEHTOB
¢ BAC Obumn BbISIBIEHBI pa3HOOOpa3HbIE CTPYKTYpHBIE UM (PYHKIIMOHAJIbHBIE M3MEHEHMs Kak
TOJIOBHOTO, TaK M COMHHOTO Mo3ra [9, 13, 14]. OObIYHO B STH HCCIEI0BaHUS BKIIOYAINCH
MNAUEHTBl C JOCTOBEPHBIM JIMarHO30M, a aHAIU3UPYEMbIE TOKa3aTeNld OLIEHUBAJIUCH Ha YPOBHE
IPYIIOBBIX Pa3INYUM.

OnpenesieHus

Bonesnu nBuratenpHOro HekpoHa corjacHo MexayHapoaHou kimaccudukamuu Oonesneir 10
nepecMoTpa — 3TO Tpynna 3aboieBaHUl MOTOHEHPOHOB, OOBeAMHsAIONIAs OOKOBOM
amuotpoduueckuit  ckiepo3  (BAC), mnepBuunblii  natepanbHbld  ckiepo3  (IJIC),
nporpeccupytomuit 6yias0apusiii mapanuyu (I1BI1), nmporpeccupyromlyto MbIIIEYHYIO aTpOpHUIo
(IIMA) u npyrue peakue BapuaHThl TaTOJIOTUH MOTOHEHPOHOB.

HecMoTpss Ha OTHOCHTENBHYIO KIMHMYECKYIO TE€T€POTe€HHOCTh, TAKTHKA JICYEHHUS JaHHBIX
MaToJIOTHH aHaJIOru4Ha BeneHnto nanuenta ¢ bAC, naunbonee gactem (okoiso 80 %) u3z bJIH.

BAC — meiipoaerenepaTiBHOoe 3a00JieBaHHE C HEYKJIOHHO MPOTPECCUPYIOIIMM TEYEHHEM H
HEU30€KHBIM  JIETAJIbHBIM ~ HCXOAOM, B pe3yjlbTaTe KOTOPOrO MPOHMCXOAUT THOETh
IPEUMYIIECTBEHHO IEHTPAJIbHBIX M TNEepUPEpUUIecKUX MOTOHEHPOHOB, OTBETCTBEHHBIX 32
MIPOU3BOJIbHBIE ABM)KEHUS.
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* bokoBoii amuorpoduueckuii ckiaepo3d (BAC) — HelipoaerenepatuBHoe 3a00JieBaHUE C
HEYKJIOHHO MPOTPECCUPYIOMIUM TEUEHHUEM U HEU30EKHBIM JIETaJbHBIM HCXOJIOM, B pe3yJbTaTe
KOTOPOTO TMPOHWCXOJUT THUOENh MPEUMYIICCTBEHHO [EHTPATbHBIX H  MEepUPEPHUICCKUX
MOTOHEMPOHOB, OTBETCTBEHHBIX 3a IPOU3BOJIbHBIE IBH)KCHHUS.

* Boje3nn aBurarejbHoro Heiipona (bJJH) — rpynmna Oosne3Heil ABUraTeIbHOTO HEMPOHA,
oObeauHsIONas OOKOBOM aMHOTPO(UUYECKUN CKIIEpO3, IMEPBUYHBIN JaTepalbHBIA CKJIEpO3,
nporpeccupyromuil 0yap0apHblil Tapaind, MPOrpecCUPYIONIYI0 MBIIICYHYIO aTpopUI0 U Ipyrue
peaKre BapUaHThl NaTOJOTUH MOTOHEHPOHOB.

* HNuBasuBHasa BeHTHasinus Jerkux (MBJI) — wmertonnka mnpoBEAEHUS PECIHUPATOPHOM
MOJAJIEPKKH CO3/IaHUEM UCKYCCTBEHHBIX JbIXaTEIbHBIX IyTEH.

* HNHCcTpyMeHTAJbHASl IMATHOCTHUKA — JUArHOCTHUKA C MCHOJb30BaHUEM /I 00CIIeIOBAaHUS
00JLHOTO Pa3IMYHbIX TPUOOPOB, ANMAPaTOB U HUHCTPYMEHTOB.

* HeunBasuBHas BeHTWIsAUudA Jerkux (HUBJI) — meronnka npoBeneHust pecriupaTropHOn
MOJAJICPKKUA TPU IMOMOIIM BCIIOMOTaTEIbHOIO JbIXAaTEJIbHOIO armapaTa 4epe3 €CTECTBEHHbIE
JIbIXaTEIbHbIC ITYTH.

ITHOJIOTUSA W MMATOTCHE3

B Hacrosimee BpeMs mokazaHo, uto BAC sBnsieTcst MynbTU()AKTOPHAIBHEIM 3a00JICBaHHEM, B
Pa3BUTHH KOTOPOTO HWIPAIOT POJb KaK JK30TCHHBIC BO3JCHUCTBUSA, TaK W T'CHETHUYECKas
MIPEAPACIIONOKEHHOCTSH (Tad. 1).

Tadauua 1. ®akropsl pucka BAC [3]

DaKTOp pUCKA
Mertaisl (HampuMep, CBUHEI, PTYTh)
Cnyx0a B apMUU C y4aCTUEM B BOCHHBIX JCHCTBUAX
I'eneTrueckue GakTopel
ITecTUIap! ¥ HHCEKTULIUIBI

YpoBeHb pucka
[ToBplIIEHNE pUCKA
[ToBbllIEHHE pHCKA
[ToBplIIEHNE pUCKA
[ToBbllIEHHE pHCKA

HenocraTouHO JaHHBIX 1715 OLIEHKH
pucKa
Bo3Mo0KHOE NOBBILLIEHHE pUCKA

3J'IeKTp0Mal"HI/ITHHe I10JIA

dusnyeckas aKTUBHOCTb, OT/ICIBbHBIC BHJIBI CIIOPTA
(Harmpumep, ¢yT60:1)

YepenHo-M03roBast U Ipyrue BUIbI TPABM
Kypenune

HpOTI/IBOpeLII/IBI:IG JaHHBIC
IToBeIlIeHUE PUCKaA
HeIIOCTaTO‘-IHO JaHHBIX IJI OICHKHU

KonTakr ¢ OpPraHu4C€CKUMU paCTBOPUTCIIAMHA

pHUCKa
CewmeiiHblif aHaMHE3 APYTUX HEWpoaereHepaTUBHBIX | HemocTtaToyHo JaHHBIX YIS OLIEHKH
3a00sieBaHUM pHCKa

HelipoTponHeie BUpyChI

IIpoTBOpEUYMBEIE TaHHBIE

CornacHo 0JJHOMY M3 HMCCIEIOBaHUHU, JJI 3alycka HEOOpaTHUMOro MaToJIOTHYECKOro mpoliecca
npu BAC HeoO0XOAMMO MNPOXOXKJIEHUE OO0 IIECTH CTYyNEeHeH, Kaxkaas U3 KOTOPbIX MOKET
COOTBETCTBOBATh BO3/ECHUCTBUIO BHELIHETO WM TEHeTHYeckoro (akropa pucka. Takas
MYJIbTHCTYIIEHUYATasi MOJIENb TaTorenes3a commkaer BAC ¢ OHKOJOTHYeCKUMHU 3a00JIEBAHHUSIMU U
OOBSICHAET TPYIAHOCTH B TIOMCKE OTIENbHBIX (PAKTOPOB pHUCKA, TaK Kak 3aboyieBaHHE, IO-
BHUJINMOMY, OOYCIIOBJIEHO MOCTIEA0BATEIILHBIM BO3IEMCTBHEM MHOTHX (hakTOpOB [4].

ONUIEMHOIOTHYECKHE WCCIIEOBAaHUS JCMOHCTPUPYIOT 3HAUCHHE Ppa3iIM4YHBIX BHELIHHX
¢dakTopoB. Ha posib TOBTOPHBIX TpPaBM U BBICOKMX (PU3MUECKUX HArPy30K YKa3bIBA€T BBICOKAS
3a00J71€Ba€MOCTh CPEIM CIOPTCMEHOB, 0coOeHHO (yrOonmucToB, aE€T4MKoB. Kpome Toro,
00CyXmaeTcsi poib KypeHHUs, BO3ACHCTBUS DJICKTPOMATHUTHBIX TIOJIEH, a TakKe YydacTue
HEWPOTPOITHBIX BUPYCOB (PHTEPOBUPYCOB, peTpOBUpPYCcoB) B 3THONOTMU BAC (Tab. 1).

I'ereTmueckas npeapacnoJIOKCHHOCTb, ITI0 MHCHUIO MHOTHUX 3KCIIEPTOB, ABJIACTCA 00s13aTeNIbHBIM
YCJIOBUEM pPA3BUTHA 33.6OJ'ICB3.HI/I}I, OQHAKO HE BCC I'CHBI, ITOBPCIKIACHUC KOTOPBIX IMMOBBIIIACT PUCK
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BAC, Ha ceronusIHUN AeHb N3BECTHBI. B ceMEWHBIX citydasx 00JI€3HU TEHETUYECKYIO TPUUUHY
ynaercs BbISIBUTH B 68% cilydaes, a pu criopaandeckux ciydasx — B 11% (tal. 2).

Tabanna 2. OcHOBHbIE I'eHbl, 0TBETCTBEHHbIE 32 NpeApacnoioxkeHHocTh K BAC [5]

Yacrora (%
Tun Kananueckue (%)

I'en Cemeitnass | Cnopaanueckasi
HacJIeJ0BAHUSA 0COOEHHOCTH
¢popma ¢opma

Bosnee pannuit
BO3pacT Hayasa,
BapuaOebpHas
MEHETPaHTHOCTb,
BBICOKAsI 10JIs1 IOOHO-
BHCOYHOM JEeMEHIIHH,
MEHbIIIe
BBIKMBAEMOCTh

C9orf72 ALl

Tunmunenii BAC,
SOD1 AL 7100HO- BUCOYHAS 20 9
JIEMCHITUS HE

OIIMCaHa

Tunmuneiit BAC,
peaKue ciuydau
COYCTaHHUS C
JEMCHITHCH

TDP-43 AJl

Pannuit Bo3pact
FUS Allu AP neorora BAC npu ) <1
mytaruu P525L1

Coueranue ¢
MHO3HUTOM C
BKJIFOUEHUSIMH,
oonesnrio Ilemxera u
JIOOHO- BUCOYHOI
JeMEeHIIMeH

Valosin
containing Al
protein (VCP)

MenyenHo
MIPOTPECCUPYET,
AP u AJl JTIOOHOBHCOYHAS 4 <1
JIEMEHIINS HE
omnucaHa

Optineurin
(OPTN)

Hemernnust y 25%

o <1 <1
HOCHUTCIICU MyTaI_II/II/I

Ubiquilin2 X-clerieHHOoe

[Ipeobnananue
Angiogenin ANl OynmbOapHBIX <1 <1
HapyleHUun

Tunuuneiii BAC,
Profilin 1 JI00HO- BUCOYHAS
(PEN1) AL JEMEHITHS HEe <1 <1

OITMCaHa

Sequestosome 1 Tunuuneiii BAC
(SOSTM1) A 1 <1

Atunnunslie popmbl BAC

Alsin (ALS2) AP IOBenmpHBI BAC <1 <1

Senataxin MeienHo
(ALS4) AL nporpeccupyromas <1 <1
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IUCTaJIbHAA CI1a00CTh
C TUIOTPOGUAMH U
MU PAMHTHBIMH
3HAKaMH.
HOBenuabHOE HAYAIO.

Hauano Bo B3pociiom
BO3pacTe,

VAPB (ALSS) Al PEUMYIIECTBEHHO B <1 <1
dbopme cTMHAIBHON
MBIIIEYHON aTpodun

MynbsTudakropuanbHas Mnpupoaa 3a0ojieBaHUS OOBICHSIET OTCYTCTBHE B HACTOSALIEE BpeMs
cneuuduyeckoit 3tuoTponHoi Tepanuu npu BAC. DK30reHHBIM WM 3HIOTEHHBIH (hakTop
WHUIUUPYET pa3BUTHE LIEJIOr0 KacKala MNaTOJIOTHYECKHX pEeaklMid, MPUBOMSAIIMX K THOETH
MOTOHEHpOHa. K HUM OTHOCSATCS: 3KCAUTOTOKCUYHOCTH, OKHCIWTEIBHBIN CTPECC, HapyLICHUE
npoueccunra PHK, muroxonapuanbHas AUCPYHKIHMS U HApyLIEHUE KalbLIMEBOI'O rOMEOCTasa,
KOH(OPMALIMOHHbIE M3MEHEHUs] OEIKOB M MX arperupoBaHue, AWCOATAHC MPOTEOTUTUYECKON
CUCTEeMbI, HapylieHne (GyHKIUU OENKOB IUTOCKENIeTa M aKCOHAJIBHOTO TpPaHCHOpTa, Ae(UIUT
HelpoTpodudeckux (pakTopoB, aKTUBAIUS MUKPOTIIUU H JIP.

IMUIEMHUOJIOT A

BAC — caMblil yacTblif BapraHT 0OJIE3HU ABUTATENbHOTO HelipoHa u coctaBisieT 80% oT Bcex
narmenToB ¢ b/IH. IIporpeccupyronryto meimeudnyto arpoduto (IIMA) BeisBisror B 5 - 15%;
nepBUuHbIi tatepanbHblil ckiepos (IVIC) — B 2 - 3% cnyuaes Bcex B/IH. BAC sBnsercs peakum
(opdpannsiM) 3aboneBanmeM. 3aboneBaeMocTh BAC B MHpe B CpeaHEM COCTABISIET OKOJIO
2 (0,2 - 2,4) cnyuaes Ha 100000 HaceneHus B roj], pacpoOCTpaHEHHOCTh — 0KoJio 5 (0,8 - 7,3) Ha
100000 nHacenenus. CoOOTHOIIEHHE MYXKYMH M KCHIIMH Tpu Kiaccudeckoi (opme BAC
cocrtapnsieT 1,5:1, oJHAKO MOKET OTIMYATHCS IPU PA3HBIX KIIMHUYECKUX BapHaHTax 3a00JIeBaHus.
Bospact nauana 6one3an — 20 - 80 et (uame Bcero — 50 - 65 net). J[muTebHOCTH 3a001eBaHus
B cpenHeM cocrtaBisieT 30 MmecsieB, HO MOXKET BapbHpOBaTh M JocTUrath Oonee 10 jetr mpu
HanOoJiee T0OOPOKaYECTBEHHOM Te4eHuH [6, 7].

B 10% BAC sBnsercs ceMmeWHbIM 3a00JieBaHHEM, TO €CTh y TAallMeHTa B CEMbE ObUIH
noareepkieHHbIe cinydan BAC unu no6HO-BUCOYHOM neMeHnuu (8, 9].

Knannunueckas kiaaccupuranus

Knaccudukanuio 60se3Heill 1BUTaTeNsHOTO HEHpOHA CIeAyeT paccMaTpuBaTh C TOUKH 3PEHUS
KOHTHHYyMa MPOTPECCUPYIOMNX HEHPOIEreHepaTUBHBIX 3a00JIeBaHNM, 00BEIUHEHHBIX CXOXKUM
MaTOreHe30M, Ha OJTHOM IOJIFOCE KOTOPOTO HAXOAUTCS MIPOTPECCUPYIONIasi MbIIIIeYHast aTpOus C
WCKIIFOUUTENIbHBIM TTOPKEHUEM TepUuPepruuecKuX MOTOHEHPOHOB, HAa JIPYrOM — TEPBUYHBIN
JaTepaJbHbIA CKJIEPO3 C NOPAKEHUEM MCKIIOYUTEIBHO LIEHTPAIBHBIX MOTOHEMPOHOB, HO
OosbiTyto yacTh criekTpa 3anumaeT bBAC ¢ mopaxxeHneM, BOBJICKAIOIIEM B TOM WJIM MHOM CTENeHU
KaK IIeHTpalbHble, TaKk U Tnepudepuyeckrue MOTOHEHpoHBL. CreayeT OTMETUTh, 4YTO B
OOJILITMHCTBE CITy4aeB y MAIlMEHTOB C YCTAHOBJIEHHBIM B Hauaje 3a0oyieBaHus quardozom [IMA
w [1BC mo mepe Teuenus 3abosneBanus pazpuBaerca BAC, To ecTh MaTOIOTHYECKUNA TIPOIECC
pacmpocTpaHseTcs Kak Ha BEpXHUH, TaK U Ha HUKHUN MoToHelpoH [10, 11].

KJ'IaCCI/I(bI/IKaI_[I/IH, TaKHUM 06p8.30M, MOKET OBITh OCHOBaHA Ha OIHOM M3 CJICAYIOUINX IMTPUHIIUIIOB!

Jlokanuzauus gedrora BAC

* OynbOapHas popma — 30% ciyuaes;

* meiHo-TpyaHas popma — 35% crydaes;

* nosicHHYHO-KpecTioBas popma —30 %-35 % ciydaes.

CreneHb BOBJIeYEHHS IEHTPAJIBLHOIO U MepuepruiecKoro MoToHeiipona
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» knaccudeckuil BapuaiT bAC — 80% ciyuaes;

" TUpaMHUAHBIA BapuaHT W ero kpaitHee nposineHue I[1BC (oxonuarenpnbrii auarnos [1BC
YCTaHABJIMBACTCS MPU OTCYTCTBUH NMPU3HAKOB BOBJICUCHHS HIYKHETO MOTOHEHpOHa yepe3 4 roaa
oT Hayasa 3aboneBanusi) — 2 - 3% ciydaes;

" CErMEHTApHO-AJIEPHBIN BapUaHT U €ro kpaiiHee npossiaeHue [IMA — 5 - 15% cnyuqaes.

CxopocTh nporpeccupoBaHusi

* ObIcTpOE IporpeccupoBanue (cHmxkeHue oreHku o mkane ALSFRS-R 6omnee yem Ha 1 6amn B
MeECHIII);

" MeJUIEHHOE MporpeccupoBaHue (CHUkKeHHe olleHkH 1o mkane ALSFRS-R menee uem Ha 0,5
Oayia B MecsIIn).

Bospacr Hayana
* Paunwmii neGror (Mosioxke 45 7eT), B TOM 4uClIe U IOBEHWIbHbIE HaclleJICTBEHHbIE (DOPMBI
(ALS2).

CreneHb KOTHUTUBHBIX HAPYILIEHUM
" JIeTKHE WM YMEepeHHbIC KOTHUTHBHBIC HapyieHus - 30 -40% manueHTos;
= j100HO-BHCOYHAs AeMeHIus — 5 - 10% manueHTos.

CemeiiHble U CIOPATUYECKHUE CIAydaH
» cnopagudyeckuii —90%);
= ceMmelnbi — 10%.

Kinunuueckasi kKapTuHa

Knuauyeckast kKapTuHa onpeensercs: HopakeHUEeM BEpXHEro U HUXKHEr0 MOTOHEHpOHa Ha BCEeX
YPOBHSIX THPAMHIHOTO TPAKTa, MPH ITOM HAa TMOPAKEHHBIX YPOBHAX COUYETAIOTCS NPU3HAKU
HOpa)KeHUs! IEHTPAJIbHBIX MOTOHEHPOHOB — CHACTUYHOCTb, OXKUBIIEHHE PE(IIEKCOB, KIIOHYChl —
U niepupepuIecKux MOTOHEHPOHOB — TUNOTPOGUH B (PaCHUKYIAIUHN. Y MAleHTa Pa3BHBACTCS
CMEILIaHHbII ape3 MBI KOHEUHOCTEH, TYJIOBUILA U JIbIXaTeIbHBIX MBIIILL, a TAKXKe OyJIb0apHbIi
WIA TICeBAOOYNbOapHbI CcHHApOM. 3aboneBaHue AeOIOTUPYET ACHMMETPUYHO U 3aTeM
IIOCTENIEHHO PAaCHpPOCTPaHAETCsl Ha BCE OTHENbl MHPAMHIHOTO TpakTa, YTO B COYETAaHUU C
JAaHHBIMU MTATOJIOTOAHATOMHYECKHUX UCCIIEJOBAaHUN YKa3bIBAeT Ha paJUalIbHOE PacIpOCTPaHEHNE
[aTOJIOTMYECKOro mpoliecca u3 nepBudHoro ¢okyca [1]. IIpu nporpeccupoBanuu 3ab6o1eBaHus B
MPOIIECC BOBJIEKAIOTCS MPEUMYIIIECTBEHHO MOTOHEHPOHBI, OTHAKO Y MHOTHX MarueHToB (10 50%)
MOYKET HaOJII0/1aThCsl HApYIIEHHEe KOTHUTUBHBIX (DYHKIIHH, B IEPBYIO 0Yepeib UCIIOTHUTEIbHbBIX
GyHKIMH, a Takxke HapylleHus noseneHus u smouui [1]. CmepTh HacTynmaeT OT BTOPUYHBIX
OCJIOKHEHUH (ITHEBMOHMs, B TOM 4YMCJE aclUpallOHHAas, TPOMOOIMOOMs), a Takke B psjie
CIIy4aeB B pe3yJIbTaTe BEreTaTUBHbBIX HAPYIIEHUN (BHE3aIHas cep/ieuHast CMepTh) [2].

JAunarnocruka

Kpurepuu ycranosjieHusi AUar{osa

CornacHo MonuduupoBaHHON Bepcuu MexxayHapoaHbix kpurepues El Escorial, tuarnoz BAC
0asupyercss Ha KIMHUYECKOM M 3JIEKTPOMHOIpaUYeCKOM IOATBEPKACHUU COYETAaHHOTO
nopaxenust [IMH u IIMH Ha OCHOBHBIX ypOBHSIX JBUTAaTE€IbHOW OcCH: OysibOapHOM, LICHHOM,
TPYAHOM U MOSACHUYHOM. Eciy mopaxeH OJUH U3 DTUX YPOBHEH, TO YCTAaHABIMBACTCS JUATHO3
Bo3MoxkHOro BAC, nBa ypoBHs — BepositHbIit BAC, Tpu ypoBHst — noctoBepHbiii BAC. Cnenyer,
OJIHAKO, OTMETUTh, YTO CYIECTBEHHAsl YacTh MAIMEHTOB 3a BCE BpeMs OOJE3HH, HECMOTpPS Ha
OUYEBUHOCTb AMArHO3a, [0 JaHHBIM KPUTEPHUSM MOIMAJAl0T JUIIb B KaTeroputo BepositHoro bAC,
YTO 3aTPYAHSECT UCIOJIb30BaHUE JAHHBIX KPUTEPUEB B IOBCEAHEBHOM NIPAKTUKE. /[narHos, Takum
00pa3oM, OCHOBaH Ha KJIIMHUYECKOW U Muorpaduueckoi kaptune nopaxenus [IMH u IIMH npu
IPOTpeCcCUpPYIOIIEeM TeUeHUH 3a00JIeBaHUS M UCKIIOYEHUH JAPYTHX BO3MOXKHBIX IPHUUUH TaHHOTO
COCTOSIHUSI C UCIIOJIb30BAaHUEM MHCTPYMEHTAJIBHBIX U JJAOOPaTOPHBIX METO/IUK.
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Kano0bl 1 aHaMHe3 (KJIMHUKO-aHAMHECTHYECKHUE TaHHbIE)

Pexomenayercss mpu ompoce manueHTa oOpallaTh BHUMaHHWE Ha Hajluduhe caabocTH B

4C
pyKax, Horax, TyJOBHMILE, HA HApYyUIEHHE IJI0TaHus U rojoca [12].

B 3aBucuMocTH oT popMbl 3a0071€BaHUSI CUMITOMBI HAYHMHAIOTCS CO CTA00CTH B PA3HBIX IPYIINAx
meImil. B 35% cimydaeB manueHThI )KayrOTCs Ha TTOSIBJICHUE TIEPBBIX CUMIITOMOB B BUIE CJIA00CTH
B pykax, B 3% — B Horax, B 30% — OynsbapHoil Myckynatype, B 2% ciydaeB 00Je3Hb
JIeOITHPYET €O CIa0OCTH B MBIIIIAX TYJNOBUIA M Imed, B 1 - 2% — ¢ u301MpoOBaHHOTO
HapylieHus npixanus. [lanueHTsl 00pamialoT BHUMaHHE Ha MPOTPECCUPYIONIYI0 ClIaboCTh,
HEJIOBKOCTb, MMOXYAaHHUE MBIIII] U B HEKOTOPHIX CIIy4asx Ha CKOBAHHOCTb, TIPH 3TOM OTCYTCTBYIOT
’KanoObl HAa YYBCTBUTEJbHBIE U Ta30Bble HapylieHus. [Ipu meiHo-rpynHoM aelroTe B MEPBYIO
ouepelb MOSBIICTCS CIa00CTh MBIIII] KUCTH U TUIOTPOQUS TeHAPA, TPU OICHUIHO-KPECTIIOBOM
— cJ1abocTh B THUIBHBIX CrHOATENIX CTOMbI ¢ OAHOW cTOpoHbL. [Ipu BoBieueHun OynbOapHON
MYCKYyJaTyphl MAIIMEHTHI XKATYIOTCS Ha HAPYIICHUE PEYH U TJIOTaHUS, IPUYEM B TIOJIABIISIONICM
OOJIBIIMHCTBE CIIydyaeB peyb HapyllaeTcs Npexie TIJoTaHus. Pedyb CTaHOBUTCS HEBHITHOM,
pacTSHYTOW, C THYCaBbIM OTTEHKOM, MpH TpHEeME MHIIU TMAalUEHTY CIOXKHO XKeBaTh U
NpOrJIaThiBaTh, MHINA W IKUAKOCTh IOMAJAIOT B JAbIXaTE€IbHBIC IIYTH, BBI3bIBAs KaIllellb.
Bynb0apHbIe HApYIIEHUs Pa3BUBAIOTCS 32 Bce BpeMs TedeHus 0omne3nu y 80% G6ompHbIXx BAC.

PeKOMCHI[yeTCH IIpu OIIPOCC IMallUCHTA O6paIJ_[8.TB BHMMAHHMEC Ha aQ)(beKTI/IBHLIe n

4C .
KOTHUTHUBHBIE paccTpoiicTsa [12].

[IceBnoOynsOapHublii addekt (3MoIMoHaIbHas JTa0UIbHOCTh, HACHJIBCTBEHHBIN IUIaY U CMEX)
SIBIIICTCSL  CJICJICTBHEM BOBJICUCHHS KOPTHKOOYIBOApHBIX TyTeH. OTH CHMITOMBI Ooiiee
XapaKTEePHBI JIJIs MAIIMEHTOB ¢ KOTHUTUBHBIM CHIDKEHHEM, HO YaCcTO BCTPEYAIOTCS Y KOTHUTHBHO
COXpaHHBIX OOJNBHBIX. HapyrieHus: KOTHUTUBHBIX (DYHKIHI 3a BCE BpeMsi OOJIE3HU B JICTKOM
ctenieHu BoisiBisieTcs y 40% 00nbpHBIX, ay 5 - 10% mocTuraer creneHu AeMEeHIIUY, B OOIbIIIUHCTBE
CIIy4aeB pedb WAET O MOBEICHYCCKOM BapHaHTE JOOHO-BHCOYHOH JneMeHIuu. [loBeneHueckue
HapYIICHUS MOTYT MPOSIBISTHCS B JUANa30HE OT anaTtuu A0 Ae3uHruouinuu. B OonbmimHCTBE
CIIy4acB BBISBJICHHBIC B JIEOIOTE KOTHUTHBHBIC HAPYIICHUS MPOTPECCHPYIOT MO MEPE TECUCHHS
0O0Ie3HU.

Pekomenayercs mpu ompoce mnamueHTa oOpamiaTe BHUMaHUE Ha  XapakTep

e nporpeccupoBanus 3a0oneBanus [12].

3aboseBaHre MPOSBISAIOTCS HEYKIOHHO HApaCTAIOIEH MBIIIIEYHON CT1ab0CThIO, KOTOPAst IO Mepe
tedeHuss BAC Hens0eXHO pacrpocTpaHseTcs Ha BCIO MOMEPEYHOINOIO0CATyI0 MYCKYIAaTypy 3a
HUCKIIFOYCHUEM TI'JIa30ABUTATCIIbHBIX MBIIIIII.

Pexomenayercs mpu ompoce mamueHTa oOpaiaTb BHUMaHUE Ha CEeMEHHBbIM aHAMHE3:
4C | Hamu4KMe B CEMbE CIy4aeB MPOTPECCUPYIONMICH MBIIICUHON CIIA00CTH /WA JEMEHITUN

[12].

B 10% BAC sBnsercs ceMmeWHbIM 3a00JieBaHHEM, TO €CTh y TAalleHTa B CEMbE ObUIH
noareepkieHHbIe cinydan BAC unu 1o0HO-BUCOYHOM neMeHnuu [6, 7].

PeKOMeHI[yeTCSI Ipu OIIpOCC MarucHTa 06pamaTL BHUMAHUC Ha HAJIWMYKUC B aHAMHEC3C

4C M
yKa3aHWH Ha U3BECTHBIE SK30reHHbIe akTophl prucka BAC [12].

dusukajibHoOe 06C.]'leIl0BaHI/Ie

PCKOMCHI[yCTCﬂ opru TCPBHYHOM OCMOTPC MalUCHTA OLCHUTH HAIWYUC «KPACHBIX

e (bmaroBy, KOTOpbIe CTaBAT 1o coMHenne nuario3 bAC [12, 33, 34].

Hannuue caenyrommii npu3Hakos craBut q1uaruo3 bAC nox comuenne:
® BCC CHMIITOMBI MOTYT OLITH 06yCJ’IOBJ’IeHBI CAWHCTBCHHBIM OYaromM IIOpa>KCHU HepBHOﬁ
CUCTEMBI;
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" OTCYTCTBHUE IPOTPECCHUPOBAHUS;

" CTOWKHE UyBCTBHTEJIbHbBIC HAPYIICHUS;

" CTOWKHI 00JIEBOM CHHIPOM;

" OTCYTCTBHE MBIIICYHOH CI1a00CTH;

" CHMMETPHYHOE Hayayo 3a00JIeBaHMS;

" MbIIIeYHAs C1aboCTh O€3 pa3BUTHS THUIIOTPOPHIA.

PekoMenayercss mpu OCMOTpE HAalMieHTa OLEHUTh BOBJIEUYEHHOCTh IICHTPAIbHBIX U
4C | mepueprudeckux MOTOHEHPOHOB HAa OCHOBHBIX YPOBHSX JIBUTATEIbHOH OCH:
Oyap0apHOM, IICHHOM, TPYJTHOM M TOSICHUYHOM [ 12].

OcHOBHBIM KIMHUYECKHM TposiBlieHueM BAC siBnisieTcst mporpeccupyroniasi MpledHast cnabocThb
C TpHU3HAKaMH TOPAXKCHHS ICHTPAJIBHOIO W  IMEepPUPEPUYSCKOT0 MOTOHEHpOHOB 0€3
YYBCTBUTEIBHBIX M Ta30BBIX PAcCTpOHCTB. B nebrore 3aboneBaHusi MbIIedHas cIaboOCTh
ACUMMETPUYHA, TPH OCMOTPE BBIABISACTCS coveTaHue (aCHMKYIAIUd W TUnotpoduii ¢
IIOBBIIICHHBIMU MW IIATOJIOTHUYCCKUMHU pe(l)JICKCElMI/I. CI/IMMCTpI/I‘-IHaSI anO(i)I/ISI jA3bIKA C
GUOpWUIAIHUIMUA HA JIIOOOM CTaauu 3a00JIEBaHUS SIBISICTCS MPAKTUYCCKU MATOTHOMOHUYHOM,
XOTS BCTpEUaeTCsl KpaifHe PeIKo TaKKe MPH MOJMHEBponaTHsaX. M3onmupoBanHble GacuKysSIumg,
Ha KOTOpBIC MAIMEHT JKalyeTcsi, Oojiee XapaKTepHbl Ui CHHIPOMA JOOPOKAYECTBEHHBIX
dacrukynsanuid, Ttak kak npu BAC mnanweHThl B OOJBIIMHCTBE CIy4aeB HE BBIJICISIOT
(bacuUKyJIAIUU B KAYECTBE OCHOBHOM kallo0bl, M (DaCIUKYIISIIUN COYETAIOTCS C TUTIOTPODUIMH U
MBIIIEYHOH ¢JIa00CThIO.

PeKOMeHI[yeTCH Inpu OCMOTPC IIallMCHTAa OLCHUTb TIJIOTAHUC (B TOM YHCIIC IIpHU

4C
(U3MKaTHHOM OCMOTpE OOpaTUTh BHUMAHME Ha BEC M MOTEPIO Beca), npixanue [12].

PGKOMGHIIyeTCﬂ IIpru OCMOTPEC IMAIUCHTA OLICHUTH KOTHUTHUBHBIC, B IICPBYIO OYCPCIb

e no0uHbIe, hyHkImu [12].

PeKOMeHI[yeTCH npu OCMOTpPE IIallMCHTA OICHUTDH (I)YHKI_[I/IOHEU'IBHOE‘, COCTOAHHUEC IIO

— mexxayHapoanoii mkaine ALSFRS-R [12].

JlaGoparopHble 00c/1e10BaAHUSA

Pexomenpayercs npu nocranoBke auarto3a bAC nposenenue ciaeayonmx o0s3aTeabHbIX
71a00paTOPHBIX HCCIIEAOBaHUM: 00Ul aHanu3 KpoBu ¢ ompenenenuem COD, ananu3
KpoBH Ha C-peakTUBHBII 0€J10K, OMOXMMHYECKUI aHaJIN3 KPOBH (IJII0K03a, O0IIHi €Ok,
AC | AJIT, ACT, JIAI, kpeaTuHUH, MOYEBHMHA, KpeaTUHUH(POC(HOKHHA3A), TOPMOHBI
mmroBuaHOM kene3bl  (cBT3, cBT4, TTI); snextpodope3 OEIKOB CHIBOPOTKH;
3JIEKTPOJIUTHI CBIBOPOTKU KPOBU (HATpUH, Kalluii, XJIOPU/IbI, KaJbIMA); HCCIEJOBAHUE HA
BUY, renatutsl B u C, cudunuc [12].

Kpearunundocdoknnasza (Moxer 6bTh 0TMeueHO noBbiieHne ypoBHs KOK npu BAC, ognako
nossiieHre KOK Beime 1000 ME/n TpebyeT uckinoueHrns MUOIaTHH).

Pexomenayercss mnpu nocraHoBke jaumarHoza bBAC craenyromme ngabopaTopHble
HCCJIEIOBaHMs TPOBOAUTH B 3aBUCUMOCTH OT KJIIMHUYECKOW KapTUHBI (JIOMOJHUTEIbHbIE
aHalM3bl): ypoBeHb BuTaMuHa B12, ponreBoii KUCIOTHI; aHTUTENA K TaHrmo3ugam GM1;
Mapkepbl ~ 3a00JICBaHUN  COCAMHUTENBHOM  TKaHU  (PEBMATOMIHBIN  (akTop,
aHTUHYKJICApHbIC aHTUTEINA, aHTUTeNa K ABycnupanbHoit JIHK), rekcozamunnnasza A u B;
4AC | aHTUHEWpOHAJIbHbIE aHTUTENA, aHTUTENA K PELENTOPY alleTUIXO0JINHA; CEPOIOTUYECKOE
UCCIIeIOBaHNE TpU TMOAO3peHHMH Ha Ooppenuos, Opynemnes, HTLV-1, momOGanbHas
MYHKIHS C BBITIOJHEHUEM OOIIEero M OMOXMMHUYECKOTO aHayin3a IepeOpoCTMHAIBHON
KHUJIKOCTH; aHATIN3 HACHIIIEHHBIX JKUPHBIX KUCIIOT ¢ 0YeHb JUIMHHBIME Tensimu (VLCFA);
aHaJIu3 Ha aHTHUTeNla K riiyramariaekapookcunase (aHtu-GAD); aHanu3 Ha TOPMOHBI
MapaIUTOBUIHBIX JKeJe3; TeHeTUYECKUE HMCCIENOBaHMsl (HampuMep, Ui MCKIIOUEHUs
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Oynp00-cimHaIbHOM amuoTpodun KeHHenw, a Takke I BBISABICHUS MYyTaIlUi,
xapakTtepHbIX 17151 BAC); OHKOIOUCK; OMOTICHST MBIIIIIBL.

B pamkax auddepeHunanbHON AUArHOCTUKUA M30MPATENbHO C Y4E€TOM KIMHHUYECKOW KapTHHBI
HE00XO0IMMO IPOBECTHU PAJ TAOOPATOPHBIX UCCIIEAOBAHMA, KOTOPHIE ACTATCA Ha 00s3aTeNbHbIE U
dakynpTaTuBHBIC [41].

PexoMeHnyeTcsi mpoBeIeHHE TeHETHIECKOT0 TECTHPOBaHUS MpHu ceMeiHoi opme BAC
[12].

EnuHcTBeHHBIN 11a0OpaTOPHBIA  METOJ|, MO3BOJSIOMMN mMOATBepAuTh nuarno3 BAC, —
MOJIEKYJISIpHO-TeHeTUUecKuii aHanu3. Hannuue kay3aTHUBHBIX MyTanuil (Tad. 2) y OOJIBHOTO C
KIMHUYEeCKoW KapTuHOH bBAC T1O03BONSET OTHECTH €ro B KaTETOpHI0  «I1abopaTOpHO
noarBepxkaeHHoro  BAC».  Jlpyrux  cnemuduyeckux — JaOOpAaTOPHBIX  IOKasaTelieH,
noanepxuBaomux auarno3 BAC, He cymectByer. ['eHeTHdeckoe HCCleJOBaHUE IOKa3aHO
nanueHTaMm ¢ cemeiHoi dopmoii, uccnenoBanue reHoB SOD1 u C9Orf, mo3BosiseT BBISIBUTH
OpUYMHY B OOJBIIMHCTBE CIy4aeB, NPU OTPHIATEIBHOM pe3yibTaTe B CEMEHHOM cCilydae
3a00JieBaHUsl CHEKTP HCCIENOBaHUS Ilesiecoo0pa3sHo pacmuputb. [lpu  cropaguueckoit
BEPOATHOCTb BBISIBJICHUS] MyTalluu cocTaBisieT okoso 11%.

4C

HNucTpymeHTalibHBIE 00C/1€10BAHUSA

PexomenyeTcsi mpoBeZicHUE IIEKTPOHEUPOMUOTPahUIECKOTO 00CIeI0OBaHNS TAIlUEHTa
[12].

Uronsuaryro OMI" npu BAC npoBoasT 1u1st TOro, 4to0sl: (1) BEIABUTH 3IEKTPOPU3HOIOTHUECKHE
IPU3HAKU TOPAKEHUs NepuPepudecKuX MOTOHEHPOHOB IIPU 00CIe0BaHUN KIMHUYECKU MEHee
NOpaXEHHBIX WJIM HE3aMHTEPECOBAHHBIX MBI (2) HMCKIIOYUTH JPYrod MaTOJOTMYECKUIl
nporecc; CTUMyJAIUuoHHY0 DHMI™ — 1 UCKiIIOUeHUs Ipyroro MnaTojoruueckoro mpouecca.
PesynbraTel Muorpaduu ciieyeT HHTEpPIPETHPOBATH CTPOTO B KOHTEKCTE KIIMHUYECKON KapTHHBI.
Jaxe B ucnonuenuu 3xcreproB SHMI' B 0TpbIBE OT KIMHUYECKUX MPOSBICHUN 00Ia/1aeT JUIlb
60% uyBcTBUTENBHOCTHIO Mpu quarHoctuke bAC [1].

4C

PeKOMeHI[yeTCH MMPOBEACHUC MaFHHTHO'pe3OHaHCHOﬁ TOMOFpa(I)I/II/I TOJIOBHOTO H

= CIUHHOTO Mo3ra [12].

MPT royioBHOTO ¥ CIUHHOTO MO3ra HeoOXoaAuMbI Tt tuddepeHmanpHoi nuarnoctuku BAC, B
TOM YHCJIe JUI UCKIIOYEHUS MHUEJIONaTHH, CUPUHTOMUEINH, UHCYIBbTa, PACCESHHOIO CKIIepo3a,
00BeMHBIX 00pa3oBaHuid. OOIACTh HCCIEA0BaHUs ONpeAensercs KIMHnueckoil kaptunoil. BAC
MOJET COYeTaThCsl C KIMHUYECKH HE3HAYMMBIMH HEHpOBU3yalM3allMOHHBIMH IpPU3HAKaMHU
OCTEOXOHJPO03a U CIIOHANJIE3a, KOTOPbIE MPUHUMAIOT 3a IPUUUHY MPOTrPeECCUPYIOIIEN c1ab0CTH.
B pesynbprare uacts 6onbHbIX BAC (10 5%) moaBepraercsi HEONpaBJaHHBIM ONepanusM Ha
no3BoHo4yHuke. [Ipu MPT ronosHoro u cnuuuoro mo3sra y 6oieHbIXx BAC B 17 - 67% ciny4yaeB
BBISIBJISIIOT TPU3HAKU JIETE€HEepallid NUPAMUIHBIX TPaKTOB, 4YTO OO0Jee XapaKTepHO JUIs
KJlacCuueckoro M nupamuaHoro BapuaHToB BAC [1]. UyBCTBUTENBHOCTh 3TUX H3MEHEHHN
coctaBisieT okoso 50%, a cienuduaHocts - 70%. Takum obpazom, MPT no3BosisieT UCKITIOUUTD
Jpyrue 3a00JeBaHNs, HO Pe3yJIbTaThl JOJKHBI TPAKTOBATHCS CTPOTO B KOHTEKCTE KIMHUUYECKOU
KapTHUHBI, TaK KaK B MPOTHBHOM CIlydae TOBBIIIAETCS PUCK OMMOKH B THArHOCTHKE M BBHIOOpPE
TaKTUKH JICUECHUS.

‘ 4C ‘ Pexomenyercst npoBeJieHHE peHTreHa rpyIHOM KJIeTKH [12]. ‘

CragupoBanue 3a00;1eBaHUS

Pexkomennyercss ncnonp3oBaTh cucteMy craaupoBanus Koposiesckoro Kommemxka B

€ Jlonnone [36].
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IIporuo3 TeueHus 3a00/1eBaHNUS

BAC — HeykJIoHHO Tporpeccupyroliee 3a00ieBaHUE C HEW30EKHBIM JICTATBHBIM HCXOJIOM.
Cpenssisi mpOIOJKUTEIBHOCTD JKU3HHA BaPUPYET B 3aBUCUMOCTH OT (DOPMBI M BApUaHTa TCUCHUS
6one3uu. Okono 10 % mrozaeit sxkuset nosnbiie 10 net. OcHOBHBIMU (hakTOpamMu HEOIATONPUSITHOTO
MPOTHO3a SIBJSIOTCS cienyromme: OynpOapHas (opma 3aboneBaHusi, ObICTpas TOTeps Beca,
HapyleHue AbIXaHus, 00Jee cTapiiuii Bo3pacTt, Hu3Kkas oreHka 1o mkaie ALSFRS-R Ha MmomeHT
MOCTAaHOBKH JTUATHO3a,  TAK)KE HEOOIBIIION BPEMEHHON CPOK OT TOSIBJIICHUS TIEPBBIX CHMIITOMOB
JI0 TIOCTAHOBKH JTHarHo3a.

OcHoBHble TpuunHbBl cMepTu Mpu BAC — BTOpUYHBIE OCIOXHEHHUS B BHUJAEC MHEBMOHUU U
TPOMOOSMOOJIUU JIETOYHON apTepuu, KpOME€ TOro y YacTh OOJbHBIX BO3HHUKAET BHeE3aIlHas
cep/euHas CMEpTh, YTO CBSI3bIBAIOT C MOPAXKEHUEM HHTEPMEIUOIATEPATLHOIO Sipa CIUHHOIO
MO3ra, KOTOPO€ Y4YacTBYeT B CHMIIATMYECKOM WHHepBauu cepama. [2, 37]. MccnegoBanus
MOKA3aJIi, YTO MPH JOJHKHON CUMIITOMATHYECKON Teparuu C UCIIOJIb30BaHUEM OCH30IMa3ETINHOB
U OMHUOJIOB MPAKTUYECKH HUKTO W3 manueHToB ¢ BAC He ymMHUpaeT, UCHBIThIBAsS MYYHUTEIbHOE

yayuise [38].

Coo0urenue o JUArHo3e

PGKOMCHZ[yeTCSI COO6I_I_[I/ITB MalqUCHTY O AWAr"Ho3€, CCJIM 3TO HE IMPOTUBOPCUYUT CIo

Bl o [12].

CornacHo XenbCHHKCKON KOHBeHIMH 1o 6uoatuke (1997), Bpau 00s13aH u3BemaTh OOJIHHOTO O
JIMarHo3e ¢ HeOJIarONpHATHBIM NPOTHO30M B TOM Clly4yae, €CIIM 3TO HE NPOTHBOPEYUT BOJIE
00JIbHOr0. YYHUTHIBasI CHCHI/I(bI/I‘-IHOCTB I/ICCJIGI[OBaHI/If/'I, HCO6XOIII/IMI)IX AJId MMOATBCPIKACHUA
JIMarHo3a, ObIBaeT HEOOXOIUMBIM COOOIIUTH MAMEeHTy Aaxke o noao3peHun Ha BAC. XKenanue
nmanueHTa IMMOJIYYUTDb HHq)OpMaHHIO JOJIDKHO OBLITH I'’ITaBHbBIM (baKTOpOM, KOTOPbIM
PYKOBOJICTBYETCS Bpad.

[Tpu xenanuu nauenTa o0CyKaaTh TedeHre u nporuo3 npu bAC nanueHTy MoKHO COOOLIUTH O
HEOTBPATUMOM IPOIPECCUPYIOLIEM TEUEHUH OO0JIE3HHU, PA3IUUHBIX MPOSABICHUAX 3a00JI€BaHUS U
JUHAMHUKE CUMIITOMOB, HEMUHYEMOCTH CMEPTU M OMNMCAHHBIX B JIMTEpAType MpeAroaaraeMbix
cpokax xu3Hu. KpoMe Toro, o3BydeHa He0OXOJMMOCTb MMPUHATHUS BaKHBIX PEIIEHU 0 criocobax
JBIXaTEeJIbHOM U HYTPUTHBHOW MOJJEPKKH, BaXKHOCTH BBIPAKEHUS BOJIM CAMOIO MAaleHTa A0
HACTYIUICHUsI TO3HUX CTaJui, KOTAa pelIeHUs] MPUHUMAIOTCS OJIM3KUMU WM METULIMHCKUMU
pabotHukamu [13]. HeoOxomumo crnpocuTh mNanueHTa, Kakoil o0veM uHpopmauuu Oyner
KOM(OPTHBIM, U BBISICHUTh NIEPEUEHb JII0/IeH, KOTOPBIM MOKHO IepesiaBaTh 3Ty HH(opMaIuio, o
YeM B MEAMIIMHCKOW KapTe MalreHTa HeoOXOIuMO clieNaTh COOTBETCTBYoUIME 3anucu. Cpoku
npefocTaBieHust nHpopMallud MOTYT BapbupoBaThes. KonndecTBo Oeces ¢ MalMeHTOM U €ro
CeMbENl He MOIKHO MMETh OIPaHWYEHHMM M ONpeAessieTcsl BpauoM WHIUMBUIYalIbHO, UCXOIS U3
noTpeOHOCTEH ManuenTa 1 ero OJIU3KuX.

Heo0xoanMo npuaep:KuBaThCsl C1eIyIOIIUX PeKOMeH AU

* [loxroroBbTech K pasroBopy: oOecrHeuybTe JOCTAaTOYHOE KOJIMYECTBO BPEMEHM W HaWJuTe
YEIUHEHHOE MECTO;

» JlaliTe ManmUeHTy MOHATh, YTO 3TOT Pa3roBOp — BaXHBIA A Bac oboux. Hampumep,
BBIKJIIOYMTE Ha €ro rja3ax MOOWIbHBIM TenedoH, 0003HaubTe, CKOJIBKO €CTh BpPEMEHH,
00513aTeNIbHO CABTE;

» [Ipexynpemute, 9TO BBl BBIHYXKIEHBI COOOIIUTH HEYTO BAXHOE M TPYIHOE ISl TAIMEHTA.
Crenaiite nay3y ¥ He TOPOIIUTECH MTPOJOIIKATh, TOKa HE yOeIUTeCh, YTO MAllUEHT XOUYET 3TOro U
TOTOB CIIyIIATh Bac;

* Ha3BaB AMarHo3, CpocuTe, 3HAET JIU MALMEHT O HEM U YTO UMEHHO 3HAET;

* (OO003HaYbTE TEMBI, KOTOPbIE BaM HY>KHO 00CYIUTH (CyTh 3a00JI€BaHMUs, JI€UEHUE),
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" 3aTeM CIPOCHUTE, YTO MALUEHTY XOTEIOCh Obl 3HaTh. YacTo JIOAM B MOMEHT COOOILEHHS UM
TSDKEJIOr0 TUarHo3a XOTST 3HaTh O MPUYMHAX U NPOTHO3€ U HE CTaHYT BHUMATEIIBHO CIYLIATh O
JICUYCHUHU.

* OObsacHAsA, He ToponuTech. JlenaiiTe maysbl, MO3BOJIAS MALMEHTY OTpearupoBaTh, 3a]aTh
BOIIPOC WJIU MTOIyMaTh. BybTe TeprnenuBsl: HEBO3MOXKHO 3(PEKTUBHO paccKas3aTh MalMEHTY BCe,
YTO Bpay CYMTAET HEOOXOAUMBIM, OJHOBPEMEHHO.

* JlposiBisiiiTe COUYBCTBUE MPOCTHIMM PEIUIMKAMH («MHE Kallb», « HE MPEICTaBIA0, KAKOBO
BaM 3TO CIIBIILATH)

* BynabTe roTOBHI HE 3aKOHUUTH OJHUM pa3roBopoM. O0sS3aTeNIbHO TOTOBOPUTECH C TAIIMEHTOM
0 CJIEYIOUIMX Iarax, OyJ» TO BCTpeuya ¢ BaMU JUIsl IPOJOJKEHHs pa3roBOpa Uil HaIpaBJIeHUE K
JpyruM crenuaiucram. B mocienHeM citydae cooOmuTe TOMy, KOMY HalpaBisieTe MalueHTa, o
YeM Bbl YCIIEIHM paccKas3aTh U K 4eMy IPUNTH.

JAud¢epeHunanbHass THATHOCTUKA

Ha ocuoBanuu wuccienoBaHuii mo ommoOouHoi auarHoctHke BAC, MOXKHO 3aKIIOYHTh, YTO
OCHOBHbIE 3a00JIeBaHMs, C KOTOPBIMU CJIeAYyeT MPOBOAUTH U depeHIINabHbIN AUarHo3, — 3TO
HIeiHasi MUEIIOTIATHs], 0YaroBble MOPaKEHHUS CTBOJIA TOJIOBHOT'O MO3Ta (COCYIUCThIE 3a00JICBaHMS,
OITYXOJIM, PAcCEesIHHBIA CKIIEPO3, CUPUHTOO0YNbhOUs), MUACTEHUsI, UH(EKIIMOHHbIE 3a00JIeBaHU
(B4, HTLV-1, Ooppenno3), MHO3UT C BKIOYEHHUSIMH, MOTOPHbIEC IIOJIMHEUPONATUU WU
CIIMHAJIbHBIE MBIIIIEYHbIC aTpoduu [35].

B tabmume 3 npencrarieH anroput™m audGepeHIHATbLHON JUArHOCTHKE B 3aBHCHUMOCTH OT
npenmnonaraeMoi ¢popmel u Bapuanta tedenust bAC.
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Tadoauua 3. Auddepenunanbuas guarnoctuka bAC [1]

Cpennss
BbIKHBae
CooTtHome
. OcHOBHBIE MOCTb,
. JAunddepenuuanbHblit HUe
Kannuveckuii narrepH AUATHOCTHYE roabl OT
AUATHO3 MYKUYMHBI:
CKHe MeTO/AbI nepBbIX
JKEHIIUHBI
CUMIITOM
0B
Komnpeccuonnas MPT
Tunmansenii BAC, 80% cimyuaes MHGHE I — CIIMHHOT'O 165:1 2,6
p y Mo3ra, OHMI
W3onupoBanHblii Oyab0apHbBIi LepebpoBackynsapHbIe MPT
CUHAPOM (IIPOrPeCCUPYIOLINit 3a00JIeBaHuUs, OITYXOJIH
0 J1§16)a Hilf/? Hap amznf)yS‘f/II aCCesSHHBIN ::Kngx 03 * | roosHoro 11 2
0
y P P ’ p pos3, mo3ra, OHMI
CIIy4aeB MUACTEHUS
B 12, anamus
HACBILICHHBIX
KUPHBIX
Hedumur B 12, p
. KHUCJIOT C
paccestHHBIN CKIIEpO3
OYCHb
(mporpenueHTHOe
JUTUHHBIMU
TEUYEHHUE), aJPECHOMUEIO-
HEBPOIIATHUS DCTUIMH
[Mupamuaneiii Bapuant BAC, 2 - p ’ (VLCFA), )
0 HaCJIEICTBEHHAs 1:1 13,1
3% cnyuyaeB aatu GAD
CIacTUYECKast
aHTHUTea,
naparierusi, CHHIPOM
n30upaTeabHO
PUTHIHOTO YEJIOBEKA, o
MapaHeoIUIaCTUYECKU
CHEIDOM. GpyIIEes TEHETUYECKOE
POM, BpYIL TECTUPOBAHUE,
OHKOTIOHCK,
Opyuenna
OHMT,
BocnanurensHbie ouorncus
JEMHUCITMHUZHPYIOTIIHE MBIIIIIEI,
. MOJIMHEHPOTIaTHH, aroMOanbHast
CermeHTO-sI€pHBII BapUaHT, 5 .
o MHO3UT C MTYHKIIHS, 2:1 7,3
- 15% cnyuaeB
BKJIFOUEHUSIMU, U30upaTeIbHO
TUCTAITLHBIC MOTOPHBIC e
HEBPOIATUU TE€HETUYECKOE
TECTUPOBAHUE
Kommpeccnonnas
MHUEIOPaAUKYJIONaTus,
BapunaHT «cBHCaOIMX PyK» HelponaTtus ¢ oi1okamu | MPT, DOHMTI' 4:1 4
MTPOBEJICHUS, TUNIEKCHUT
TJICYEBOTO CIUICTEHUS
XpoHHUYECKas
BOCIIATTUTEIbHAS
IIpeumytiecTBeHHOE JIEMUCIINHU3U miast OHMI', MPT,
perMy PYIo moMOanbHast 1:1 3
MOPaKEHUE HOT MTOJIMHEBPOIIATHS,
MTYHKITUS
HeBpormarus ¢ 6JokamMu
ITPOBEJICHUS,
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OsACHUYHAasA
TIJICKCOIIaTusA

Pecrimparopnsrii 1e6roT,
2% ciydaeB

Hesponatus

nradparManbHOTO HEpBa

OHMI'

01

1,4
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JleueHne

KOHCCpBaTI/IBHOC JICYCHHUE

[Tpu BAC wucnonp3yroTcsl mpenapatbl U METObI, IMO3BOJSIONINE KOHTPOIHPOBATH OCHOBHBIE
CHUMIITOMBI, KOPPEKTHUPOBATH JIbIXaTelIbHbIC HAPYIICHUS U HYTPUIIMOHHYIO HEJOCTATOYHOCTh. K
HauboJsee pacnpocTpaHeHHBIM cuMmnToMaM BAC, Ha KOTOpBIE KATYIOTCS MAIUEHTHI, OTHOCATCS
MblIlevHas ciaboctsb (94%), nucdarus (80 - 90%), oxpimika (85%), 6onb (73%), moTepss Macchbl
tena (71%), napymenus peun (71%), 3amopsr (54%), kamens (48%), Hapymenus cHa (29%),
SMOIMOHaNbHAs TabUIbHOCTD (27%), cntonoteueHue (25%).

Tepanus abIxaTeJbHbIX HAPYLIEHHIT

MOHI/ITOpI/IHF KJIUMHHYECKOH cuTyanuu

PexoMeHnyercs mpoBeieHre OleHKH (PYHKIIMH AbIXaTeIbHOW MYCKYJIATypPhI Y AIUEHTOB
4C | ¢ BAC cpa3y mocre mocTaHOBKH JIMarHo3a v Jajiee B Xoj1e HaOmroaeHus 1 pas B 3 mecsia

[13].

Pekomenayercsi orneHka (QYHKIMH JbIXaTeNbHOM MYCKYJIAaTypbl IIyTE€M MPOBEICHUS
orpoca u (pu3MKaIbHOTrO 0ocnenoBanus [12]:

1) ocMoTp OOJMBHOTO C OIEHKOM YacTOTHI AbIXaHUS U MPHU3HAKOB JTUCHYHKIIUH
JBIXaTeIbHOM MYCKYJIaTypbl (aMIUIMTyla [JbIXaHWS, Y4YacTHE BCIIOMOTaTEIbHOM
JBIXaTeNbHON MYCKYJIaTyphl, apaJoKCaIbHOE JbIXaHUe, HATMYKHE OPTOITHOI, OCllablieHne
KalllJIEBOTO TOJYKA), @ TAK)KE BOSMOXKHOCTH Pa3roBapyBaTh IMOJHBIMH MPEIOKEHUSIMH
Ha ogHOM Broxe. CienyeT NpoBOIUTH OLEHKY OABIIIKY B TIOJIOKEHUU JIeXkKa U CUS;

2) OlIeHKa OJIBIIIKHU COTJIaCHO BU3yalibHO-aHajoroBou mkaie (BAI) bopra

4C

Pexomenayercs mpoBeeHHE OLEHKH (DYHKIIUH BHEIIHETO TBIXaHHUS ITyTEM CITUPOMETPHH

= u uamepenus XKEJI [12].

CnupomeTpus O3BOJISET MTOJIYUYUTh JAHHBIE O CHIPKEHNN 00beMa JIETKUX, YTO BbIPAXKaeTcs B BUJE
nasieHus xu3HeHHoH eMkoctu serkux (JKEJI) B % oT HOJKHBIX BETMYHUH B JIBYX MOJIOKEHUSX:
cuzs ¥ Jexa (oLeHuBaeTcs pazHula B % mexay adcomoTtHbM nokasareneM JKEJI cuas u nexa,
pasHuLa 6onee 25% ykasbpIBaeT Ha ci1abocTh auagpparmsl). CTaHAAPT MPOBEACHUS UCCIEI0OBaHUS
MOJIpa3yMeBaeT HE MEHEE TPeX MOIBITOK KaKJO0ro MaHeBpa, YTOOBI MOCIEAHHE JBE MOIBITKU
ObUIM CONOCTaBUMBI [0 MHUHMMYM TpE€M IapaMeTpaM chnupoMeTpuu. Jlias npaBUIBHOTO
BBITMIOJTHEHHUS] MaHEeBpa HEOOXO0IMMO, YTOOBI JJIMHA BblAOXa OblIa HE MeHee 6 CEeKyHH, 4TO He
BCErJja BO3MOXKHO Yy OOJIbHBIX C BBIPD&KEHHOH C€l1a0OCTBIO JbIXaTeNbHOM MyCKynaTypsbl. Jlis
IIPOBEJCHUS UCCIEOBaHUS HEOOXOUM IUIOTHBIM 00XBaT ry0aMu 3aryOHMKa WJIM MYHAIITYKA.
Ecnu y nmanmenTta nmpeo0nanatoT OynbOapHble pacCTpoWCTBa, BBINOJIHEHHE MaHEBpa HE BcCerja
BO3MO>KHO, B TAKOW CUTYaI[Ml BMECTO 3aryOHHKa JOMYCTUMO HCIOIb30BaTh MacKy. HopmanbHbIM
nokazareneM i cniupoMerpud sasisgercs JKEJI ot 80 % ot nomxHbIX 3HaueHui u Beime [13].

Pexomenayercs npoBeeHNE HEMHBA3WBHOW ITYJIBCOKCUMETPUHM C OLIEHKOM caTypauuu
[12].

HeunBazuBHOe U3MepeHUe caTypaluu SBISETCS MPOCTHIM METO/I0M TUArHOCTHKHU JIbIXaTEeIbHON
HenoctatoyHocTH y OonbHBIX BAC. Caryparus menee 92 % y ManueHToB C JOMOJHUTEIbHBIM
COIYTCTBYIOIIMM 3a00JieBaHUWEM JIETKUX M MeHee 94 % y mainueHToB 0e3 COMyTCTBYIOIIUX
3a00JIeBaHUN JIETKUX YKa3blBaeT Ha HAJIM4YUE JIbIXaTeNbHOW HEIOCTaTOYHOCTH U SIBISETCA
MOKa3aHWEM K  MCCIEIOBAHHUIO  KHUCIOTHO-IIenoyHoro paBHoBecusi kpou (KILIC),
JIOTIOJTHUTEILHOMY 00CIIEZIOBAaHUIO M 00CYKACHUIO BOIIPOCA O JbIXaTebHON MOJIEPIKKE.

4C

[IpumeHneHne HSTOTO METOAA OMpaBIAaHO IJIsi PYTHHHOTO OOCIENOBaHUS OONBHBIX, TaK Kak
MO3BOJISIET MPOBECTH CKPUHUHT U BBISBUTh UMEIOLMECS JIbIXaTelIbHbIE HAPYLIEHUs, CBSI3aHHbIE
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kak ¢ BAC, Tak u ¢ BO3MOXXHBIMH COMYTCTBYIOIIUMHU 3a00eBanusMu. OcoOEHHO BaKeH JaHHBIN
METOJ JJIsl MAIlMEHTOB, KOTOPBIE MOJYYalOT PECIHPATOPHYIO TOIIEPKKY HIIA MUMEIOT IPYrUe
dakTopbl prucka (GOPMHUPOBAHUS TBIXATEIBHON HEIOCTATOYHOCTH.

Onnako MeToJ He oO0JagaeT JOCTaTOYHOM YYBCTBUTEIBLHOCTBHIO (HOPMaIbHBIC IOKA3aTesd
MYJIbCOKCUMETPUM HE MCKIIOYAIOT HW3MEHEHUH CO CTOPOHBI JIbIXaTENIbHBIX MBIII) U
crenu(pUIHOCTRIO (CHMDKCHHE caTypallud TEeMOIVIOOMHA KHCJIOPOJIOM) HE BCErja TOBOPUT O
HaJIU4uK runepkanauu [13].

PexomenyeTcst HCIIOIb30BaHUE JOTIOTHUTEIBHBIX METO/IOB: U3MEpEHNE 3P (HEKTUBHOCTH
kanuist, ornenka KII[C, mpoBeaeHrMe HOYHOM MYyJIbCOKCHUMETPUU TNPH HEOOXOIUMOCTH
Ooyiee TOYHOW OLIEHKM [BIXaTEIbHBIX HApYyHICHWH (HAampuMep, IMepel YCTaHOBKOW
racTpOCTOMBI WJIK onpeeacHus nokasanui kK HUBJI) [12].

4C

Jlist 00beKTUBHOM OleHKH d()D(PEKTUBHOCTH Kallisi HEOOXOIUMO H3MEPUTh IMUKOBYIO CKOPOCTh
Kanuia. /laHHOe MccieoBaHUE MOYKHO IIPOBECTH B IPOLIECCE CIIUPOMETPHH, JTUOO UCIONb3YS
NOPTATUBHBIA NUK(Ioymerp. s BBIMOTHEHHUS HCCIEIOBAHUS IMOCIE MAaKCUMaJIbHOTO BJIOXA
HEOOXOJUMO BBINOJHUTH KallJIeBOM MaHEBp, OOXBaTHMB MYHALITYK CIMpPOMETpa WIH
nukgroymerpa. HopmanbHeIl 1MoOKa3zaTesb MAKOBOW CKOPOCTH Kalmisl cocTtaBisieT Ooiee 270
a/muH. Ilpu M3MepeHHH NUKOBOM CKOPOCTH Kallisl C IMOMOLIbI CIMPOMETPUH, MOTY4YEHHBIN
1oKa3aresb MMKOBOW CKOPOCTH BBIIOXA B JI/CEK HYKHO YMHOXKUTH Ha 60 [13].

Anamu3 KIIC kpoBu — 3T0 mpocToit crocod oreHku razoooMena y 6onbHbix BAC. YpoBenb
napuuansHoro aasieHuss CO2 B aprepun (PaCO2) >45 MM pT. CT. yKa3bIBaeT Ha JHEBHYIO
JBIXaTEJIbHYIO HEJOCTaTOYHOCTb, IPU KOTOPOIA, CKOpPEE BCETO, yxKe OyIyT HAOII01aThCs U APyTUe
(GyHKIMOHAJIbHBIE M KIMHUYECKHE NPU3HAKU IOPAKEHUS JbIXaTeJbHbIX MbIIL. OgHaKo
HopManbHble nokazatenu KIC apTepuaibHON U KanUUIIPHON KPOBU HE HCKIIFOYAIOT ITOPAKEHUE
OpraHoOB JIbIXaHUSI — YPOBEHb YIVIEKHCIIOrO ra3a o0ja/jaeT HU3KOW UyBCTBUTENIbHOCTHIO, U HE
MOYKET ObITh HUCIOJIb30BAaH B KauecTBE CKpMHUHIoBoro mMerona /i 6osbHbIX BAC. KocBeHHBIM
IIPU3HAKOM JIbIXaTEIbHBIX PACCTPOICTB BO cHe sBisieTcs pocT nokazateneid HCO3- u BE, npu
MOBBIIICHUH KOTOPBIX MOXKHO CYAUTh O HAJIMYUU TUIEPKATHUM paHee U O KOMIICHCAIUH
pecrniupaTopHoro anuaosa [13].

Hounas rumokceMust MOXeT ObITh paHHUM MPU3HAKOM ABIXaTeIbHOM HEJOCTATOYHOCTH U MOKET
MPEAIIECTBOBATh TOSABJIEHUIO JTHEBHOU BIXaTeIbHOU HEJIOCTATOYHOCTH. Hounasa
IIYJIbCOKCUMETPUS IMO3BOJISAET OLEHUTH CaTyPALIMIO BO CHE U ONPEACIIUTD CTEIIEHb HAPYLLICHUM.

Jlns npoBeseHNs HOYHON MyJbCOKCUMETPUHU HCIOJIb3YyeTCsl TpuOop, cepTU(PUIIMPOBAHHBIN AJIs
JAHHOTO HCCIIEZIOBaHUS M OONajaroliuii HEOOXOJUMBIM IPOrPaMMHBIM 00ecreueHueM JJis
paboThI ¢ pe3yabTaTaMu HcciaenoBaHus. JKenaTeabHO UCIONIBb30BaTh MPUOOP € AUCKPETHOCTHIO
3alMCH HE PEXKE YEM OJIMH I0Ka3aTellb B IBE CEKYH/IBI.

OuenuBaeTcss moKazaTenb cpeAaHe carypauuun (SpO2mean), MUHUMANBHOW caTyparuu
(SpO2min) u unaekca aecarypaiuu (SpO2ind, ODI). Beigenstor 18a naTogoru4ecKux BapuaHTa
NaJeHusl caTypallii — MHOKECTBEHHBIE JecaTypallid W TunoBeHTWwsius. Jlecatypanueit
cunTaetcs najeHue nokazarenst SpO2 Ha 3% u O6osee B TeUeHUE HE MEHee TpeX ceKyHa. MHaekc
JecaTypallud M CpeJHUN [0Ka3aTesb caTypaluyd pacCUUTHIBAETCSA ABTOMATHYECKH KaK
KOJIMYECTBO JecaTyparuii K o0IeMy BpeMEHH 3aliCH W KaK CPEIHUN TOoKa3aTelb caTypalu,
COOTBETCTBEHHO. Yallle BCero MHAEKC JecaTypalii COOTBETCTBYET KOJIMYECTBY MU30/I0B allHO?,
a CHIDKEHHE CpEeJHEro IoKaszaTeds  JecaTypallud  COOTBETCTBYET  BBIPAKEHHOCTH
runoBeHTU AN, CHIDKeHUE caTypaiuu MeHee 88 % B TedeHue Oosiee 5 MUHYT MOJAPSA HOYBIO,
a Taxke ypoBeHb SpO2min meHee 90 % MOKET CUMTATHCS TPU3HAKOM THITOBEHTHUIISIUH.

Yacteie necatypanuu u3oaupoBanHo 0e3 cHmkenus JKEJI He sBNsit0TCS OCHOBaHUEM JJIs Havala
pecnupaTopHON TOAJEPKKH, HO TaKWE MAIMEHTHI TPEOYIOT Oojiee aKTHBHOTO HAONIOJACHUS U
JOTIOTHUTEIIFHBIX 00cienoBanuii [12].
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Koppekuus apixatejibHbIX HapymeHuid y 00abHbIX BAC

Hapymienue npixanus siBIsieTCs 00s3aTelbHBIM cieAcTBUEM TporpeccupoBaduss BAC u ¢ stum
COCTOSAHUEM CTAJIKUBACTCA Kaﬁ(ﬂblﬁ MManMCHT 1O MCPEC pa3sBUTHUA 3a6OHeBaHI/I$I.

Pexomenayercst 00cyx1aTh ¢ OOJIBHBIM BO3MOKHBIE CITIOCOOBI KOPPEKIUH JbIXaTEeIbHBIX
HapyLIeHUH M TAaKTUKY BEJIEHUS, ONPENEIUTh L€JIb IPOBOJAUMON TEpaluu: MPOAJIEHUE
XKU3HKU ¢ ucnonb3oBanueM HUBJI (mpeanmoutuTenbHee) WM WHBa3WBHOW BEHTUJISAIIAN
aerkux (MBJI), kynupoBaHue CUMITOMOB OJBIIIKH, COYETAHUE MeTOIUK [12, 13].

3C

Pexomenayercss coOryiacoBbIBaTh TAKTUKY BEJIEHHUS C TMALNMEHTOM WM 3aKOHHBIM
MPE/ICTaBUTENIEM M OTpakaTb 3TO B MEAMIIMHCKOW JIOKYMEHTAllUd B 00s3aTeIbHOM
nopsiike. TakThKa BEACHUS MOXET ObITh M3MEHEHa B JIIOOOE BpeMsi 10 MHUIIMATHBE
MaIMEHTa WK €ro 3aKOHHOTO nipeacTaBuTes [12].

3C

[Tomouts OonbHOMY pa3felsercs Ha NaJJIMaTUBHYIO (HaIllpaBJIEHHYIO Ha 00JIErYeHne CUMIITOMOB
W yIy4dlIeHHE KadecTBa JKM3HH) W KypaTUBHYIO (HANpPABJICHHYIO Ha YJIy4IIEHHE MPOTHO3a U
KauecTBa JKU3HU). B KypaTHBHOM MOJXOJI€ aKICHT JENAeTCs Ha paHHEe Hayajlo BEHTHIIIIUU U
MaKCHUMaJIbHO BO3MOJKHOE IOJICp)KaHHue ToKaszarelied ra3000MeHa B Ipejesiax HOPMalbHBIX
3HAYEHUM, MaJUIMATUBHBIM IMOAXO0J OMUPAETCA B IMEPBYK OYEpPEIb HAa KOHTPOJIb TATOCTHBIX
CUMNOTOMOB. JlaHHBIE TOAXOJbI MOKHO NMPUMEHSATHh KaK HM30JMPOBAHHO, TaK U B COYETAHUM.
CoOoTHOIIIEHHE KYPAaTUBHOM U MAJTHATUBHOM oMoIu it 6015H0r0 BAC oueHb HHIUBUTYaIBHO
Y 3aBHCHT, TIPEK/IC BCETO, OT PEIICHUS MAI[UEHTA, M0 CEMbU M OJIM3KHX, a TAK)KE OT KIIMHUYECKON
cutyaruu. Jlro0oe pernieHne win ero u3MeHeHne GUKCUPYETCs B MEIUIIMHCKON JOKYMEHTAIHH
0OJILHOTO B 00513aTEILHOM TTOPSIJIKE.

ITanueHT BripaBe BbIOPAaTh pa3jinyHble TAKTUKH BeJeHHUS ¢ YY¢TOM HAJIMYHUS MOKA3aHUH U
NMPOTHUBONOKA3AHMIA:

* HyTrpuTuBHAas NOAIEPKKa:

* Yepes ractpocTomy;

= Yepes Ha30racTpajibHbIN 30H/;

* [luTanue yepes poT, OKA 3TO BO3MOKHO 0€3 MHBAa3UBHBIX IPOLEYD;

* PecnimpaTopHas MOAAEPKKA:

* OTCYTCTBME pECIUpPATOpHOW moAepXKH. Mcrnonbp3oBaHue MoppHHA W/WIKM Celaluu
OeH30/1Ma3enrHaMu IpYU BOZHUKHOBEHUH OJIBIIIKH WM TUCKOM(OPTA;

* HeunBa3uBHas peciMpaTopHas MoJiiep>kka (PEKOMEH1yeTCsl He IPEBbILATh 16 4acoB B CYTKH).
Hcnonp3oBanue MopdrHA 1/WIH CEAAUK TIPH BO3HUKHOBEHUH OJIBIIIKK WK Jrckomdopra; [13].
* HeunBa3uBHas pecniupaTopHas HOJIepKKa (PEKOMEH1yeTCsl He MPEBBIIATh 16 4acoB B CYTKH)
C OCJIEAYIOUIEH TIJIAHOBOW TPAXEOCTOMUEN U TOCTOSIHHOM MCKYCCTBEHHOM BEHTUJIALIMEN JIETKUX.
Hcnonb3oBanue MophHHA W/MIM CelalliM NPU BO3HUKHOBEHUHU OJBIIIKM WIM JUCKOMQOpTA.
JlanHbIll MyTh CUMTAETCSI HAaUMEHee OJIaroNpUSATHBIM, TaK KaK CYIIECTBYET BBICOKHI PHCK
pa3BUTHS CUHAPOMA «3aIllepToro yemosekay [13].

* PemreHue Bonpoca o MPOBEACHUH JbIXaTEIbHON MOANEPKKU U/WIH KOPPEKIIUHU JbIXaTeIbHbIX
HapyLEeHUH IPUHUMAETCS C YUYETOM BBIOpPAHHBIX BMECTE C MAIUEHTOM LieJIei Tepaniy U TAKTUKU
Benenus [13].

PekoMeHnayeTcsi oleHUBATh MOKa3aHHsS K JbIXaTENbHON MOAJAEPKKE Ha PETYISPHOM
4C | ocHoBe (1 pa3 B Tpu Mecsla) ¢ LEIbIO OMpEeCHUs TalbHEHIIeH TaKTUKH BEICHUS
COBMECTHO C nareHTom [13].

He PECKOMCHAYCTCS Ha3HAYATh MHTAISIUIO KUCIIOPOda IIpU BAC ¢ HCJIbKO KYITUPOBAHUA

4C | npIxaTeiabHBIX HapyIIEHHWM, a TakKe HCIOJIb30BaHUE TUIEepOapUyecKoil OKCHUTeHAIUH
[12].
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YacToif MeIMIMHCKOM OIMOKON sABIsSeTCS Ha3HayeHHe Kuciopona. Kucmoponmorepamus y
6ombHBIX BAC mpUBOIUT K 3alepiKKe YIJIGKUCIOrO0 Ta3a W yCYryOJieHUs JbIXaTeIbHON
HesocTaTouyHoCcTH [12].

Pexomenayercs npu HalvM4MM IOKA3aHUK HA4YaJlo PECHMPATOPHOU MOANEPKKH IpU

1B
coryiacuu nanuenTa, Tak kak HUBJI yBenmuuBaet npo10/KUTEIbHOCTD KU3HU [ 12].

Bpemst mayana HUBJI moxker OBITH ONpeNeNeHo IO CIEAYIOIMIMM CHMITOMaM/TOKa3aTelsiM
(ToCTAaTOYHO BBIMIOJHEHHUE YCIOBHI OJTHOTO M3 HMKEIIEPEUUCIEHHBIX ITYHKTOB) [13]:

" HaJIMYMUE JHEBHBIX CUMITOMOB HOYHOM THMIOBEHTWISALMM (THEBHASI COHJIUBOCTH, TOJOBHBIC
0071, OJIbIIIKA B MOJIOKEHUH JIe)kKa Ha CIIUHE, YCTaJIO0CTh, YaCThIE HOUHbIE TPOOYXKACHUS) U/UITH
KJIIMHUYECKUX MPOSABICHUM OAbIIIKU B coueTaHuu co cHikenreM JKEJI nike 80% ot AOMKHBIX
3HAYCHHI;

* mpesbimenue yposas PaCO2 >45 MM prt. cT. AHaiIM3 0JKEH OBITh IPOBE/ICH y MAallMEeHTa BHE
(bU3HYECKON Harpy3KkH, BHE HHPEKIIMOHHOTO 000CTPEHUS;

» maacHue XKEJI <50% oT HOJDKHBIX 3HAUCHHIH;

" [IpU JO0Ka3aHHON TMIOBEHTWISALUU 10 JAHHBIM HOYHOW MYJIbCOKCHUMETPHUU: CHIKeHue SpO2
<88% B TeueHue Oosiee 5 MUHYT MOAPSL;

" [IpU PEe3KOM HApPACTaHUU AbIXATEIbHBIX HAPYIICHUH, €CITU paHee He UCII0JIb30Ballach

= HUBJI - ¢ uenpro IMarHoOCTUKHA MPUYUHBI YXYIIICHUS;

* OtHocuTenbHble TpoTUBONOKa3zanua k HUBJI [13].

» OynebapHas popma BAC ¢ BeIpa)KEHHBIM CIIOHOTCUCHUEM;

= Henepenocumocts HUBJI;

" HaJU4YHe KOTHUTUBHBIX HapylieHWid. HeoOXOoaMMO yYHTHIBATH CIIOCOOHOCTH MAIMECHTA JIaTh
cornmacue Ha mnpoBeaenue HUBJL oneHUTh NEPEHOCUMOCTh M MPUBEPKEHHOCTh TEPAIUU,
JKeJIaHue M BO3MOKHOCTH POJICTBEHHUKOB.

Bpemst nauana HUBJI u imuTensHOCTH IBIXAaTEIBHON MOAJAEPAKKH 3aBUCHUT OT PEIICHUS MAIUEHTA.
C nenbto kynupoBanusi cumntoMoB HMBJI MmosxeT ucnonb30BaThCst 0 NOTPEOHOCTH M B HOUHOE
BpeMs.

Pexomenayercs ¢ Lenbro yBeIUYeHUs IPOJOJIKATEIbHOCTH )KU3HU HaunHate HVIBJI nipu
3C | mepBBIX CHUMIITOMAax JbIXaTElbHBIX HApyIICHUH M IPOBOAWUTH HE MeHee 4-6 4acoB B
HOYHOE Bpems [12].

Hacrtpoliky anmapara HHBJI cnenyer mnpoBOAUTH COIIaCHO COBPEMEHHBIM  IO3UIUSAM
MHTEHCUBHOM Tepanuu. B 3aBUCMMOCTM OT NPHUHATOrO pPEUIEHHUs, Bpad JOJDKEH paccKka3arhb
nanueHTy o HeoOxomaumoi anurtenbHocTd HUBJI B Tedenue cyrok. Ecnu manmeHT mpuHST
petienue o nmpeobiaagaHuy naymuatuBHoM oMoy, HUBJI nomkHa ucnons30BaThCst TOIBKO MIPH
OJIbIIIIKE W JJIs YIY4YIlIeHHUsl KauecTBa cHa. Eciy manueHT npuHUMaeT pelieHne o npeodaaianuu
KypaTHUBHOM ITOMOIIIH, TO 00s13aTEIbHO UCTIOI30BaTh arapaT He MeHee 6-8 yacoB HOubi0. Kpome
TOT0, MAIIMEHT JOJKEeH ObITh MHPOPMHUPOBAH O pUCKe MpHUBbIKaHMs K anmapaty HUBJI, kotopoe
MOET OBITh TSATOCTHBIM JJI MarueHTa. Eciy nanueHT npuHuMaeT penieHue 00 ucroib30BaHun
ammapara HOYbIO, HO He XoueT (opMHpOBaTh 3aBHCHUMOCTH OT ammapaTra JHEM, CIeAyeT
MIPEIOKUTH EMY TEPANUIO0 OMMMOUAAMH W/WIH O€H30/IMa3euHaMU ISl KOpPEKIUK oAbk [ 13].

OpnHako, B IEpBYIO O04Yepe/ib HaZl0 YUUTBIBATh, UTO B CIydae TAKOr0 HEM3JIEUUMOro 3a00JieBaHUs
kak BAC, Hanmmuue mokasaHWl K pecnupaTOpHOW MOJAEpKKE HE SBISETCS 00s3aTeIbHBIM
ocHOBaHMeM i e€ rmpoBeAcHUs. OCHOBHBIM YCIOBHEM TIPOBEJCHMS JIIOOBIX BHUJIOB
pecnupaTopHON NOAJIEPKKH, ITPU HATUYHUH ITOKa3aHUM, ABJISIETCS JOKYMEHTUPOBAHHOE COTJIacHe
(pemieHue) malMeHTa, MOJHOCTBI0 WH(GOPMHPOBAHHOTO O MPOTHO3aX, MOOOYHBIX ApdeKTax u
puckax tepanuu [13].

PekoMenayercss UCHONB30BaHWE JOMOJHUTENBHBIX MAaHEBPOB M MEXaHUYECKOTO
nHcybasTopa-skcyduaropa (orkammuBarens) [13]:

3C
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1) npu mageHUM MUKOBOM CKOPOCTH Karuist Huxe 270 JI/MUH AOTIOTHUTEIIbHAS TTOIIEPKKa
Kalutsi B BUAEC MAaHEBPOB TITyOOKOTO BIOXA C TOMOINBIO MeliKa AMOY WIJIM MaHYaTbHBIX
TeXHUK  oOTKauumBaHug. Ilpu  HedPPEeKTUBHOCTM  MOKA3aHO  HCIOJIb30BAHUE
MEXaHHYECKOTO HHCYDIATOpa- SKCYQIISITOPA;

2) mpu MajeHUU MUKOBOM CKOPOCTH Kanutsi Huxke 180 JI/MUH ManueHTy, Kak MpaBHIIo,
TpeOyeTcsi MEXaHM4YeCKOe 3aMelleHHe (YHKIWH Kaluid B BUIE HUCIOIb30BaHUS
MEXaHHYeCKOro nHcydasTopa-skcyduastopa.

Pexomenayercs paccMOTpPEeTh BO3MOXKHOCTH IUIAHOBON TPaxXE€OCTOMHH M TPOBEICHUS
WBJI, onnako mono0HOE pelIeHre T0JKHO MPUHUMATHCS COBMECTHO MALMEHTOM H €ro
4C | ceMbeil TIpU HAJIWYUM BO3MOXKHOCTEH, MOTHMBAIlMU CEMbH M TAIMEHTa, a TaK e,
KeJaTesbHO, MpU MeJJIeHHOM MporpeccupoBanu BAC u coxpaHHOI BO3MOXXHOCTH K
obmenuro [12].

NBJI — MeToauka npoBeieHNs peCIUPATOPHON MOAACPIKKH YEPE3 UCKYCCTBEHHBIE IbIXATEIIbHBIC
nytu. [Ipu BAC xapakrtepusyercsi 3HaUMUTENbHBIM YIIYYIIEHHEM IIPOTHO3a, IO CPABHEHHIO C
HHMBJI wunum KOHCEpBATMBHOM TEpamMei, OJHAKO B CBSI3M C IPOJUICHUEM JKU3HU U
porpeccupoBaHieM 3a00JeBaHMs TaKWe NAlMEeHThl 4acTO IMOMAJaloT B CUTYALMIO CHHAPOMA
«3aneproro 4enoeka» (locked-in syndrome). [TosToMy mipu IpUHATAN PENICHUS O IEPEXOe Ha
NBJI cnenyer ydecTb BBICOKYIO IICHUXOJIOTHYECKYIO M MAaTEPUAIBHYIO HAarpy3Ky Ha BCIO CEMBIO
nanuenta. B cpegnem na MBJI cornamarorcs okono 3% nanuentos [40].

Jlyume pesynbrarel juurensHoM WBJI MOXHO 0XupgaTe y DNAUMEHTOB € MEIJICHHBIM
nporpeccupoBanueM BAC u cunbHON BHYTpeHHENH MoTuBanueil k nposeaenuto MBJI, a Taxxke ¢
COXpaHHOM BO3MOXKHOCTBIO OOINATHCS U HAJTUYUEM PECYpCOB y CEMbH sl OOecredeHHs
KaueCTBEHHOT'0 yXOja. Y TAalMEHTOB € C BBIPAKECHHBIM KOTHUTHUBHBIM JIE€(PHUIITUTOM HYXKHO C
0OJIBIIION OCTOPOKHOCTBIO OTHOCHUTBCS K IPHHATHIO petieHus 00 MBJI u cunTaTh KOTHUTHBHBIC
HapyIIEHUs MPOTUBONOKA3aHUEM, TaK KaK OLIEHUTh BOJIO IAlLMEHTa B JAaHHOM CiIy4dae HE
MpesCTaBiIsieTcss BOZMOXKHBIM. K OCIIO)KHEHHSIM TPaxeoCTOMHUH OTHOCAT 0O0pa3oBaHue (UCTYIHI,
WH(DEKINI0, CTCHO3 TpaxeH, IMMHEBMOTOPAKC, MOJKOXKHYI0 sMpu3emy. [Ipu miaHoBom mepeBoje
nanueHTa Ha UBJI HeoOxoaumo mpenycMoTpeTh 00ydeHHe ceMbU/yXOAy 3a MallueHTOM, a TaKxkKe
o0ecIeunTh MalueHTa BCeMHU PacXoHbIMU MaTepraiamu [13].

Pexomenayercsi ucnonb3oBath MOp(GUH MapeHTepaibHO B 103€ OT 10 MI B CyTKH C
4C | mocnenyromed TUTpaMed 1103 JUIsi KYNMUPOBAHUS TOCTOSHHOM OJBIIIKH COTJIACHO
MMEIOIIMMCS PEKOMEHAAIMSAM 110 NAJNIMaTUBHON nomomu [ 12].

Mopdun — 310 npenapar MepBol JMHUU MEAUKAMEHTO3HOU KOPPEKIIUU MMOCTOSTHHOMN OJIBIIIKH.
CucreMHOoe  BBEJCHHE OIMOHMAOB  fABIsAETCS  HamOoJee  YCTOSIBIICWcS — cTpaTeruei
MEJIMKaMEHTO3HOIr0 JICUCHUS ISl CHMITOMATUYECKOTO YIPABJIEHUS OJBIIIKOW Yy MAIMEHTOB C
TePMHUHAIBHBIMH UM HEU3JICYMMBIMU 3a00JI€BaHUSMHU.

J1J1st KOHTPOJISI OJIBIIIKH CIIEAYET HadaTh ¢ 036l MophuHa 10 Mr B CYyTKH, U YBEIHYHBATH JJO3Y HA
10 Mr B CYyTKH J10 IOCTHXKEHHUS MPHEMIIEMOTO JJIs MAIlMeHTa KOHTPOJIS OJBIIIKY Win 10 30 MT B
cytku. Eciu ofipiliika ymMmeHbIIMIach MeHee ueM Ha 3 6asiia no mkane bopra oT nepBoHayajibHOTO
YPOBHSI, TO yBeIHueHHe 103bl Oosiee 30 MI B CYTKM CIEIyeT pacCMOTPETh OTAEIbHO, B3BECHB
BO3MOXKHBIN PUCK PECIHPATOPHBIX OociokHeHul [13,14].

PCKOMCHI{yeTCH THIATCIIBHO KOHTPOJIUPOBATH TUTPALIUIO 103 U MOOOYHBIE CUMIITOMBI Ha

3B .
¢dboHe MpUMEeHEeHHsI ONHMOUIOB JUIsl MPEAOTBpallleHus oclokHeHuH [14].

VY4uuTeiBass BO3MOKHOCTh YTHETEHUS JIbIXaHUs, CleqyeT oOpaliath BHUMaHue Ha 0e30MacHOCTh
onuouaoB. HMcciaenoBaHuss He TMOATBEPXKAAIOT YBEJIMYEHHWE CMEPTHOCTH Yy MAlMEHTOB,
OPUHUMABIIUX MOP(GUH C IeNbI0 KyHUPOBAHUS OBIIIKH, OJHAKO U3HEHHO BaXXHO MOAOUPATH
7103y UHANBUAYAIBHO U KOHTPOJIUPOBATh TUTPOBAHUE 103, YTOOBI U30€KATh YTHETEHUSI TbIXaHUS
U Jpyrux no6ouHsix 3¢ ¢dexron. Kak v npu ucnonb30BaHUM ONMUOUIOB s o0erdeHus: 60im, K
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qaCTbIM HO60‘IHBIM 3(1)(I)CKT3.M OTHOCATCA TOMIHOTA, 3allOPbl U COHJIMBOCTH, KOTOPLIC CHUXXAIOT
KOMILJIAEHTHOCTh TAIMEHTOB, MpuHUMaromux mMopbun [14]. C menpio HOpMalu3aluu CTyja
PEKOMEHIyeTCSI OJIHOMOMEHTHOE HA3HAYCHHE CIIA0UTENIBHBIX TIPernaparoB IMPU OTCYTCTBUHU
IPOTUBOMOKA3aHHH.

PexomenyeTcst MCIIONb30BaTh JIopas3enam AJis JeUSHUs JJApUHIocasmMa U KylupOBaHUs
IpUCTYNOB yayuibs. [Ipy yacThIX JapuHrocnazMax Jiopasenam MOYKHO MCIOJIb30BaTh Ha
3C | perynsipHOil ocHOBe JUIsl NpoQuiIakTUKU. Tepanuio JiopazenamMoM cCileqyeT HauuHaTh C
no3sbl 0,25 - 0,5 Mr oAHOKpaTHO, PY HAIMYUY [IOKA3aHUI MOCTENIEHHO yBEJINYUBAs 103y
70 1 - 2,5 Mr 10 MakCUMaJIbHOM CyTOYHOM 10361 10 Mr [12].

JlapuHrocnasM — 3TO yacTas MPUYUHA MPUCTYIOB YAYIIbA U OAbIIKK y OonbHBIX BAC. D1
OLIYUICHUs] CHIDKAIOT KayeCTBO JKU3HU HalMeHTOB. OCHOBHBIM IIpenaparoM Uil JICUEHUs
JapuHrocnasma sipisercs Jjopasenam. Ilocinennuii ucnonb3yercs Uisl KyIIMPOBAaHUS YAYUIbs, a
IPU YaCThIX JJAPUHIOCMAa3Max C LEJbI0 NPOPHIAKTUKY PEKOMEHYeTCsl perysipHbIi mpueM [12].

Pexomenayercs nobaBieHne 6eH301Ma3eMHOB (JIopa3enam, MU1a301aM) K MOp(UHY IpH
4C | HeoOXOAMMOCTH C LENbI0 KYNHPOBAaHUS TPEBOTH, OECIIOKOWCTBA, YMEHBIIECHUS
BBIpOXKEHHOCTH oAbIIKH [15, 16, 17].

B xonme cucremarmyeckoro aHanusza HEOOJIBLIOTO YHCIIA HMCCICAOBAaHUN YCTAHOBJIEHO, YTO
npuMeHeHne O€H30Ma3enrHOB (Jlopas3enaM, Aua3ernaM, KIOHa3emnaM) B KauecTBE OOBIYHOM
CTpaTeruy yrnpasJeHHUs OJBIIIKON B OTCYTCTBHE TPEBOKHOCTH WIIM JJAPHHTOCIIa3Ma HE ONPABJAHO
[15, 16]. Onnako OeH30Ma3E€NMHbI SBJISIOTCS Ba)KHBIM JIONOJHEHUEM K TEpaluu TPEBOKHBIX
PacCTPONCTB, COMPOBOKIAIOLTUXCS OJIBIIIKOM.

[TpoBoauacek olieHKa MOppHUHaA U MUJa30JlaMa B MOHOTEPAIIUU U COUYETAHUS 3TUX IPEnapaToB
JUIs JICYEHUS OJBIIIKM IPU HEU3JICUUMBIX OHKOJIOTHYecKMX 3aboineBanusx [17]. Cremnenb
BBIPQXEHHOCTU OJIBIIIKA BO BCEX TIpyMNnax Obula COMOCTaBMMAa, HO IALMEHTHI, MOJy4yaBIIHE
MH/1a30J1aM B COUYETaHUU ¢ MOP(UHOM, Yalle oOTMeYaau OOJerdyeHue CUMITOMOB OJBIILIKH, YeM
NAIMEHTHI B TPYIEe MOHOTEpAanuu MOpGUHOM. BO3MOXKHO, YTO ATOT MOJOKUTENBHBINA 3P HEKT
CBSI3aH C aHKCUOJIUTUYECKUM 3((HeKToM OEH301a3eNHOB.

PCKOMGH}IyeTCSI HCIIOJIBb30BaTh BI/I6paIII/IOHHBII\/'I Maccax Fp}/I[HOfI KJIIETKH, MCETOIbI

4C -
peslakcaliy U ICUX0JI0rHYecKOl MOMOIH JUIst 001erdeHus oAbk [ 18].

PeKOMeHI[yeTCH HCIIOJIb30BaTh OBITOBOM BCHTUJIATOPA C IOTOKOM IIPOXJIAIHOTO BO3AyXa

- 1u1st obnerdenus oxpiku [19 - 21].

PeKOMeHI[yeTCSI HUHT AU (1)I/I3I/IO.TIOFI/I‘ICCKOFO pacTBOpa 4Y€pe3 He6yﬂa1713ep JJIA

4C
MAIMEHTOB, UCTIBITHIBAIONIUX TPYIHOCTH C OTXO0KICHHEM OPOHXUAILHOTO cekpeTa [22].

Nudexuuonnbie 0cj10:KHeHUA y 001bHbIX BAC

PeKOMeHI[yeTCH JICYCHHUE IIHCBMOHHWH COITIACHO COOTBETCTBYHOIIIUM COBPEMCHHBIM

4C
MEX1YHapOAHBIM peKoMeHamusm [12].

BAC sBnsercss oTHUM U3 OCHOBHBIX (DaKTOPOB PUCKA PA3BUTHUS IMHEBMOHMHU, K COXKAJICHHUIO,
MpaKTHYeCKH Kaxkblii 601pHONM BAC mepeHeceT oiHy WM HECKOJIBKO THEBMOHMIA.

OdeHpb BakHA MPOPMITAKTHKA THEBMOHHH: €KET'0/THAs BAKIIMHAIINS OT TPHUIITNA U THEBMOKOKKOBOM
uH(]EKIMr, caHalusi pOTOBOU MOJIOCTH, €KETHEBHBIM TyaJleT BEPXHUX U HIDKHHUX JBIXATEITHHBIX
myTel, B TOM YHCIIE, ¢ TOMOIIBI0 MEXaHUYECKOT0 HHCYIsiTopa-skcydstopa [13].

[Ipy pe3koM yXYAIIEHUH W MPOrPECCUPOBAHMU JBIXATENbHOM HEIOCTaTOYHOCTH Ba)KHO
UCKJTIOYUTh HaJM4YHe MHEBMOHUH, B TOM YHCIE C UCMOJIb30BAHUEM PEHTTEHOTpapuu JETKUX H,
IIpU HEOOXOIMMOCTH, KOMIIBIOTEPHOM TOMOTrpaduu jerkux [13].
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HyTrpuunonnasi mojaepxea

Pekomenayercss mpoBeAeHME CKPUHUHTAa HYTPUIIMOHHOTO CTaTyca B  paMKax
4C | pu3MKAILHOTO OCMOTpa, OICHKA HapymieHus rnotanus no mkaine EAT10 manueHty He
pexe 1 pa3a B 3 mecsina [13].

[lIxany EAT10 mauueHT 3amnofiHgeT camoctosaTenbHo (mpuioxkenue ['2). Ouenka 3 u Oosee
CBHJICTEJIBCTBYET O HAJMYUM MPOOJIEM C TJIOTaHHWeM, Oosiee 8 OaioB yKa3blBaeT Ha HaMUHUE
acTMpanuy Npy TI0TaHUU (4yBCTBUTENIBHOCTE 86%, cnenuduunocts 72%) [23].

HyTpuumMoHHBINA CTATYC NAUMEHTA OLEHMBAETCS 10 CJeAYIONUM nokas3areasam [13].

" BeC M €ro JAWHAMHKa 3a BpeMsi 00JIe3HHU;

" CpeaHsisl OKPY>KHOCTD IJIeua;

. SHEPIreTUUCCKAas HCHHOCTDb HOTpC6JI$I€MOfI IIUINHY 1 KOJIMYECTBO XKUJIKOCTH,

" HaJu4Me YyBCTBA roJ0Ja U >KaX/bl;

" BO3MOXHOCTb MOJIJICP>KAHUS O3B,

* (pynkunoHuUpoBaHuE OyIbOAPHON U JIUIIEBON MYCKYIATyphl: cUiia U 00bEM JIBUXKEHUH sI3bIKa U
ry0, MOABMKHOCTH MATKOTO HeOa, MOI00pOI0UHbIN pedIeKe U T.1.;

" OIEHKAa TJIOTAaHWA: HAIWYUE TMONEPXUBAHUS WIM M3MEHEHHUS ToJloca TOChe TJIOTKa,
HOTpe6HOCTI) B IOBTOPHBIX I'NTOTKAaX AJII OUUIICHHA IMOJIOCTU pTa, YYBCTBO HCXBATKH BO3aYyXa BO
BpEMsI €]Ibl, HAJTMYMEe OCTATKOB MUIIIN B MOJIOCTH PTa MOCIIE TJIOTKA;

" COCTOSIHHE IIOJIOCTHU PTa;

" HaTU4Me CIIOHOTCUYCHHUS;

" HaJM4YMe TOIIHOTHI U HAPYLICHMH CTYyIa.

PexomeHyeTcst UCIIOIBb30BaTh JIOMOJIHUTENbHBIE METO/IbI ISl OLIEHKH OeCCHMIITOMHOM
acnupaluu, €ClU Py CKPUHUHTE BBISIBIICHBI HapyLIeHUs raotanus [13]:

1) mynbCOKCUMETPHSI BO BpeMs [IIOTaHUS;

2) OIIEHKA IJI0TaHUsl C MPOAYKTAMU PA3JINYHOU BSI3KOCTH.

4C

[TynbCOKCUMETPUIO MOXKHO HCIONB30BaTh KaK KOCBEHHBI METOA Ui HUCKIIOYCHHS
OeccumritoMHoOl acniupanuu. [Ipu 3TOM (GUKCHpYyeTCs MyJbC U OKCUTCHAIUS B IOKOE, 3aTeM
MPOBOAUTCA NpoOa C TIIOTAaHUEM KHUAKOCTH, PEXe MUIIU, WKW HAONIOJACHHE 34 MallMeHTOM BO
BpeMs efipl. Eciii B TeueHne 2 MUHYT Tociie MpoOkl ypOBEHb KHCIIOpO/a omyckaercst Ha 3%, TO
3TO MOJKET CBUJIETEIHCTBOBATH O BO3MOKHOM acnupaiuy WM JUCKOOPAMHAIMHU JbIXaHUS BO
BpeMs r1oTKa. [Ipu OTCyTCTBUU APYTHX CUMIITOMOB aclMpaIiii ypOBEHb OKCUTCHAIIMH SIBIISIETCS
MOKa3aTeiaeM BO3MOXKHOU OeccuMITOMHOM acniupanuu [13].

HpI/I IMMPOBCACHNH OLICHKHU I'JIOTAaHHA C IMPOAYKTaAMU paanqHOﬁ BA3KOCTU MAUCHTY MpCajiararoT
MOCJICAOBATCIILHO IIPOTJIATHIBATL PA3HBIC 00BEMBI KHUAKOCTHU paSHOﬁ KOHCUCTCHIIMHU (Ta6J'II/II_[a 4)

Tabaunna 4. OueHka rJ0TaHUA € IPOAYKTAMM Pa3JIHMYHON BA3ZKOCTH

XKuakocts (Bona, cok, vaii, kode) 5 - 10 - 20 mu. Ecnu riaoranue Ha 3TOM 3Tare HapylieHo,
MEPEXOST K TECTY C MYAHNHTOM.

Hexkrap (rycToit kucens, Meq, ryctas cMetana) 5 - 10 - 20 mu. Ecnu rmotanue Ha 3TOM dTarne
HApPYIIEHO, MIEPEXOJIAT K TECTY C ITYJAUHTOM.

[Tymunr (rycro#t Horypt) 5 - 10 - 20 mur.

Kputepun HapymieHus riioTaHus (JOCTaTOYHO OJHOTO):

" Kallelb;

= pagenue Sp02 Ha 3%;

" p3MEHEHHeE rojoca.

AC Pexomenayercs HanpaBUTh MAalMEHTa K JOTONEAY WM HYTPHULIMOJIOTY IPHU BBISBICHUH
MIPU3HAKOB JUc(arui win 0eCCUMITOMHOM aclupanyu, IpU 3TOM JIOJKEH ObITh BBIJAH

28



NeYaTHBIN MaTepuall O HAPYIICHUAX ITIOTaHUsl, 00bSICHEHA OCHOBHAsI TAKTHKA KOPPEKIIUH
HapylieHui riotanus [12].

Pexomenayercs st KOppeKUMH HYTpUIMOHHOTO crtatyca npu BAC wucnonb3oBath

4C .
TUTIEpKAJIOpUHYI0 AueTy [12].

Pexomenyercs noBsliieHne kanopuitHoctu muiw A0 30-40 KKai/Kr Maccel Tena, HO He MeHee 25
KKQJI/KT Ui MyX4duH U 20 KKaJI/Kr 17 KEHIIUH 0e3 CYyIEeCTBEHHOIO YBEIWYEeHHs o0beMa
IPUHUMAEMOH nuu. BaXkHO BBOJUTH B pallOH I0CTATOYHOE KOJIMYECTBO KJIeTYaTKH (25-38 r B
CYTKH), BATAMUHOB U MuHepanoB. JXKuakocTh cieayer ynorpeOiasTs B oObeme ~1 Mi/Ha Kkai
noromeHHon muimu (~ 30 MJI/KT Macchl Tena).

PexomeHnayercst uisi KOppeKIHMH HYTpUIMoHHOro craryca npu BAC wucmonb30BaTh
4C | KOpPEKIIUIO MO3bI MAIMEHTA MPU IpUeMe MUK (TI0JI0KEHUE Tella, TIOJI0KEHUE TOJIOBBI U
men) [24].

[Ipu cymiecTByrOIEeM pUCKe aCIUPAIK W/WIA HOCOBOW M MHILEBOTHON PETYPrUTaLliy BO BpEMs
nprema nuiy 1 He MeHee 20 MUHYT IOCJ€ HAallMeHT JOJDKEH HAXOUTCS B MOJIOKEHUU CUIS (B
uneane 90 rpagycoB, Ho He Mmenee 120 rpamycoB) [24]. Ilpm HapymeHun (GOpMHPOBAHUS
IUILEBOro KoMKa A 3()(EeKTUBHOM OUMCTKM POTOBOM MOJOCTH HCHOJB3YETCsl OTKIOHEHHE
roJoBbl Ha3aa. HaoOopoT, mpu OrpaHMYEHHBIX JABIKEHHSX KOPHS S3bIKA CIENYeT OITyCKaTb
no00po10K BHU3. D((PEKTUBHBIM SIBIIETCSI NOBOPOT TOJIOBBI B C1a0yl0 CTOPOHY, KOTOPBIH
MOJKET COUYETAThCsl C IPUBEIECHUEM IOJI00POJIKA K IPYAHU.

PeKOMeHI[yeTCH AJIL KOPPCKIHUU HYTPUITUOHHOT'O CTaTyCa IIpu BAC u3MeHEHITHL 00bEM U

= KOHCHCTEHIIHIO muinu [25].

Pexomennyercss n1poOHBIM NpUEM NHUILKM MajJ€HbKUMU HOpLUSAMHU 5-6 U Oojee pa3 B J€Hb C
ynotpebieHreM Hanbosiee KaJOPUHHBIX IPOJYKTOB YTPOM. Y MEHBIIIEHHE 00beMa U COKpalleHUE
TeMIa MprUeMa MUY MOTYT YMEHbBILIUTh PUCK aCTIUPALUH.

Ecnu puck acnmpanuu coxpaHsercsi, HECMOTpsl Ha MPaBUJIbHOE MO3UIIMOHUPOBAaHUE OOJIBHOTO,
ClIelyeT PEKOMEHJ0BaTh M3MEHEHME KOHCHCTEHUIMHU IHUIIM M KUJIKOCTH. PexomeHmyercs
WCKJIIOYaTh CIEAYIOIINE IPOAYKTHI: CyXH€E, BOJIOKHUCTBIE U )KECTKHE; MEHSIOLINE KOHCUCTEHIIMIO
BO BpeMs IJI0TaHus (BCe BApUAHTHI JKEJIE); paCTUTEIbHBIE, COAepKAIllKe TNIEHYAThIE TN TBEP/IbIE
qacTH (KyKypy3a, KITyOHUKa, CeMEeUKHU U 1p.). ONTUMaNbHOM cUMTaeTCs KOHCUCTEHIHSI, KOTOPYIO
MOKHO NpHJIaBaTh MPOJIYKTaM NyTeM H3MeNbUeHus, TeMIepaTypHOl oO0paboTku (Bapka,
NpUrOTOBIICHHE HA Mapy). Ilpu Hanuumu mpoOeM Npu rII0TaHUM KHUJIKOCTEH ClelyeT epenTu Ha
uX MoTpelsieHre B BUAE KUCeNeH, HO JIy4llle MCIOIb30BaTh CIEIHUaIbHbIE CMECH HEPOPIBLHOTO
HHTEPAJILHOI'O IIUTAHUS MOBBILIEHHON BA3KOCTH, ITpeIHa3HAUEHHbIE JUIs MAI[MEHTOB ¢ Aucharuei
WIM 3aryCTUTEIHN, KOTOpPbIE MO3BOJISIIOT CO3/1aBaTh OE30IMAaCHbIE ISl TJIOTAHUS KOHCUCTEHIINU.
«Kuakue» xuakoctu (Boja, yail M T.N.) CO3JAIOT HAMOONBIIMN PUCK ACHUPALMU H3-3a HX
OBICTPOrO MOMaJaHHUs U3 POTOBOW IMOJIOCTH B IJIOTKY. 3arylleHue >KUAKOCTEH, cokpalias puck
He0e30MacHOro riaoTka U obdecneunBas 3(Q(HEKTUBHYIO JOCTAaBKY KHUJIKOCTH, MOXKET MPUBECTH K
yIAy4IIEHUI0 caMouyBcTBUsS. Kputepuem Oe30macHOCTH BBIOPaHHON KOHCHUCTEHLUMH SIBIISIOTCS
OTCYTCTBHE IPHU3HAKOB acCHUpallH, OTCYTCTBHUE OCTAaTKOB MHUIIM BO PTY U TJIOTKE IOCTE
COBEpILEHHs aKTa TJIOTaHUs, OTCYTCTBHE YTOMJISIEMOCTH IpPH MpHEME MHUIIM B HEOOXOJUMOM
obbveme [25].

Pexomenayercs s KOppeKUMH HYTpUIMOHHOro craryca mnpu bBAC wn3meHsATh

C TEeMIIEpaTypy U BKyc nuuw [12, 24, 26, 27, 28].

[TarueHTaM ¢ BHICOKMM PBOTHBIM PEQIIEKCOM COCTOSIHUE MOXKET 00JIETYUTh OXJIaXIEHUE MATKOTO
HEOA MPOXJIaJHBIM HAMMUTKOM Iepel W BO BpeMs enbl [24]. I3MeHeHHMe BKyca Ha COJIEHBIH,
CIaJKUM, KHUCIBIHA, OCTpBIM, a TakKe OXJKICHHE HANUTKOB W THILM, MpOrjaTbIBaHUE
HEOOJIBIIOro KyCcOoUKa JibAa /10 MpHeMa MUIIH - BCE 3TO CIOCOOCTBYET CTUMYIISALIUN MHUIIMALIUN
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npoliecca rI0TaHusl, YIy4llIaeT KOOPAUHAIMIO U COKPAILIEHHE MBIIII], a TAK)KE IIOMOT'aeT CHU3UTh
acrimpanuio [12,26,27]. Insg nauueHTOB, MUTAIOIMIMUXCS Y€PE3 30H]1 UJTU TACTPOCTOMY, a TAKXKeE IS
MAlMEHTOB, Y KOTOPBIX 3aTPYJHEHO TIJIOTAHUE >KUJIKOCTH, MOXKHO COXPaHSTh BO3MO>KHOCTh
IJIOTaHUST HE3aryIICHHBIX KUAKOCTEH I YIYYIICHHs CaMO4YyBCTBHUS. B 3ToM momoraer
UCIIOJIb30BaHUE MPOTOKOJIA HEOTPAHHUEHHOTO TOTPEOICHUS BOJBI, KOTOPBIH MpeaycMaTpruBaeT
MIPUEM KHUAKOCTh Yepe3 30 MHUH Tociie prueMa MUIIHU MTOCie TIIATeIbHONW TUTHEHBI MTOJIOCTH PTa,
YTO MUHUMU3UPYET PUCK aCIUPALIMOHHON THEBMOHUH [28].

Pekomennyercs myis KOppeKkIMM HyTpULMOHHOro craryca npu BAC wucnoias3oBaTh

4C .
CIIeIMAJIbHOM MTOCY Ibl M MOMOIIB NpU npueme numu [ 13].

Pacnonoxenue nuiy riry0oko B pOTOBOM MOJIOCTH HUBEIUPYET IUI0X0e (popMupoBaHue 60Ir0Ca;
COocaHHE 4Yepe3 COJOMHUHKY (sipping), €Clid HET BBIPAKEHHOTO TMape3a JUIEBBIX MBIIIIII,
KOMIICHCUPYET CJ1a00CTh MITKOTO HEOA; BHIOOP MOIXOSIIEr0 COCyAa Ul MUThS MPERyNpeanuT
acCIUpalrio, MOCKOJIbKY MOJIb30BaHNE CTAKAHOM 3aCTaBIIsieT OOJIBHOIO 3alpPOKUBIBATH TOJIOBY,
OTKpbIBasl JblXaTelbHble NyTH. Kpome TOro, CyliecTByeT CIELMaIU3UpOBAaHHAs IOCyAa Ul
MAIMEHTOB C HAPYILIEHUEM TJIOTaHUS.

Pexomennyercs nanuenty ¢ BAC perynspHo (2 paza B JI€Hb) IPOBOAUTH TUTHEHY
4AC | mosiocTu pra, BHE 3aBUCUMOCTH OT IYTH JAOCTABKH IHILH, [IOCKOJBKY 3TO CHUYKAET PUCK
MH()EKIMOHHBIX OCIOXKHEeHMH [13].

PekoMeHnayeTcss ycTaHOBKA UPECKOXKHOM 3HJI0CKONUYecKoi ractpoctoMsl (U3I) mocne
AC | OLIGCHKM TIIOKa3aHUM M IMPOTUBOIIOKA3aHWM, €CIIM BCE BBILICHA3BAaHHbIE MPUEMbI He
IIOMOTal0T CIPABUTHCS C HApylIeHUsIMU raotanus [12, 13].

OcHoBHbIe mokazanus 1 YII' (Heo0X0aMMO BBINIOJIHEHUE 0OTHOT0 U3 YCJIOBHIl):

» nucdarus ¥ HEBO3MOXKHOCTh aJICKBAaTHOT'O U 0€30MMaCHOTO KOPMIICHHS Yepe3 PoT;

= norteps Beca >10% B CBS3U C HAPYLICHHBIM [VIOTAHUEM;

* npubamxenue seanunHbl KEJI k 50%.

= [IporuBomnokazanus pis YOI

" BBIpAKEHHBIC JbIXaTEIbHbIC HAPYIICHUs (OTHOCUTEIBHOE MPOTHBOMOKa3anue xen <30%, npu
xen <15% ycTaHOBKa MOXKET OBITh ke Hellenecoo0pa3Hoil);

* comMaruueckas, HH(GEKIIMOHHAs MaTOJOTHS B CTaIuh 00OCTPEHUS;

" TEXHUYECKHE CIO0KHOCTH, BO3HUKIIHNE NP MPOBEACHUN TPOIEAYPHI.

‘ 4C ‘ PexoMenyercs BbIIaTh NAIMEHTY MeYaTHBIA MaTepual 1o yX0y 3a ractpoctoMoii [12]. ‘

Bpauy cnenyer mpouHpoOpMHpOBaTE OOJBHOTO O MPUYUHAX U HEOOXOJAMMOCTH KOPPEKIIUU
NUTAHUS, HA3BaTh BCE BO3MOJXKHBIE OCIIOKHEHMsI HapacTarolledl aucdaruu, ykas3aTb, Kakue
MMEHHO MpoOJeMbl MOKHO PELINTh W KaK 3TO OTpa3UTCs Ha KadecTBe >kKu3HU. HeoOxommmo
IPOCTBIMU CJIOBaMU OOBSCHUTH CYTh Pa3HbIX CIIOCOOOB JIOCTABKM NHUTATEIbHBIX BEIIECTB U
KHUJIKOCTH B OpPraHu3M (30HJ M TacTpOCTOMa), MX HEIOCTaTKU M IPEUMYIIECTBA, MOXHO
HapuCOBaTh NPOCTbIE PHUCYHKU. BaXXHO mNOAYEpPKHYTh, YTO JaHHbIE BMeENIATEIbCTBA HE
OTPaHMYMBAIOT MAI[MEHTa B BO3MOXKHOCTSX, a, HAIIPOTHUB, JAAal0T HEKOTOPYIO CTENEHb CBOOOJIBI,
n30aBisisl OT HENPUSATHBIX AMOLMH, CBA3AHHBIX C mpueMoM numu. CreayeT HpenynpeauTb
NAIUEHTa U O PUCKAX HaJIOXEHUs racTpocTomsl npu cHukeHuH JKEJI Huxke 50%, B cBA3M C yeM
YCTaHOBKY racTPOCTOMBI CJIe1yeT IUIaHUPOBATh 3a01arOBPEMEHHO C YYETOM CTETIEHU HapylIeHus
nbixanus. Oco0oe BHUMaHUE ClIeAyeT yASIUTh KOHTPOJIIO HyTPULIMOHHOTO CTaTyca y MalMeHTa ¢
100HO-BUCOYHOM AemeHuuen. [Ipum pabGore ¢ 3TUMH ManuMEHTaMH HYXHO YOEIUThCS, YTO
POJCTBEHHUKH U MALIMEHT NOHSUIN YIpO3y, KOTOPYIO HECET HapyUIEHUsI [II0TaHUSI.

Metonom BbIOOpa obOecrieueHus: UCKycCTBEHHOro pgoctyma siBisercs UOI. Bo Bpems a3toit
IIPOLEAYpPBI TaCTPOCTOMA YCTaHABJIMBAETCS B JKEIYJOK IOJ KOHTPOJIEM dHIOCKOIA. Bo3MoxHO
HCIIOJIb30BaHNE MOBEPXHOCTHON celaluu. ['acTpocToMa MoOXKeT nmoTpedoBaTh 3aMeHbl uepes3 1 -
1,5 rona, pa3mep racTpocTOMBI AOJKEH ObITh 18 - 22 Fr ans Toro, 4ToOsl TpyOKa He 3a0MBajach.
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PexomeHyeTcsi MCHONB30BaHNWE AHTHOMOTUKOMPO(DUIAKTHKH B IPEIONepPaiOHHBIN
MepuoJ; U B TEUeHUWE 7 JHEH TOocie Omepaluud ¢ [EeNbl0 YMEHBIICHHUS pPHCKa
MOCTOIIEPAIIMOHHBIX ~ MH()EKIIMOHHBIX  OCIOXXHEHHWH  COTJIACHO  CYIIECTBYIOUIMM
MIPOTOKOJIaM aHTHOUOTHKOTEepanu [12].

4C

PekoMeHayeTcss ycTaHOBKa HA30racTpaibHOTO 30HJA MPU HATUYHH Aucharud U
4C | mpOoTHBOMNOKA3aHUM K YCTAHOBKE raCTPOCTOMBI, OJJHAKO 3TOT ITyTh BBEJCHUS MU MEHEE
npeanouturesneH [12].

K OCHOBHBIM HeZOCTaTKaM JUIMTEIBHOIO 30HJOBOIO IHUTAHMUS OTHOCATCSA: YBEIWYEHUE
POTOTJIOTOYHOM CEKPELUHMH B OTBET HA MEXAHUYECKOE PAa3/IpPaKCHHE CIIM3UCTOW, IOSBICHUE
00JIeBBIX OIIYIIEHUH B HOCOIJIOTKE, (DOPMHUPOBAHME SI3B U IMPOJIECKHEU, CHHYCUTHI, CO3JJaHUE
TEXHUYECKUX CIOKHOCTeH s mpoBenenus HUBJL, a Taxke HE0OXOIUMOCTH 3aMEHBI
Ha30racTpaJibHOro 30H1a | pa3 B mecsL.

IIuraHnue depe3 TracTpOCTOMY HIIM 30HJ OCYLIECTBISAETCSA CIELUAIBHBIMU JSHTEPAIBHBIMU
CMECSIMH, BO3MOXXHO IIPUTOTOBJICHHE IMUTATEJIBHBIX CMECEH B JOMAIIHUX YCIOBHSAX, OIHAKO
BEPOSTHOCTH O0TYpanuy 30H1a (hparMeHTaMH MTUILHU B 3TOM CIIydae OCTa&TCs BRICOKOH U TpyAHEe
JOCTUTHYTb KOMIICHCALIUY HYTPULMOHHOW HEJOCTATOYHOCTH.

Pexomenayercs 1mociie yYCTaHOBKM TacTPOCTOMBI HJIM HA30TacTPajbHOIO 30HZA
UCIIOJIb30BAaTh CMECH JIsl 30HJOBOTO JHTEPATBHOIO MUTAHHS C BBICOKOW IIOTHOCTHIO
Oenka W SHEpPruu, cOATAHCUPOBAHHBIE IO COCTAaBY BHUTAMHHOB M MHKPO3JIEMEHTOB,
COJIepIKalllie MHUIIECBbIC BOJIOKHA.

4C

CumMmnromaTruueckas Tepaluns

boJib 1 MBIIIEYHBIE CIIA3MbI

Pexomenayercst A OLEHKM MHTEHCUBHOCTH 001M M 3()(EKTHBHOCTU JIEUCHMS
NPUMEHSTh BH3yalbHO-aHANOTOBYI0 mmKany (BAILLL), omenuBath Xapakrep OOJEBBIX
OLIYIIEHUH (JOKaIu3alus, BpeMs MOSBJICHUs 00U, XapakTep U TUI 0OJIH, ATUTEIbHOCTb
00JIeBOr0 CHHpPOMA IPH JIBFOKEHUU U B 1oKoe) [12].

2C

I[Ipu BAC B cCBsi3M C BBIpRXEHHBIMM HApYLIICHUSIMH JBWKEHHUS M 3a4acTylO0 IOJHOU
HETMOJABUKHOCTHIO YaCTO OTMEYAETCS BBIPAXKEHHBINH OO0JICBOM CHHIPOM, YTO MOXET CHIJIBHO
yXyAllaTh KadecTBO KU3HU. 3HaYUMOCTh OoneBoro cuniapoma mpu BAC panee Obiia
HEJIOOIIEHEHA, TaK KaK 00JIe3Hb CBSA3bIBATIACH C HAPYIIEHHWEM TOJBKO MOTOPHBIX (yHKIMM. J[o cux
Mop J0Ka3aTrenbHas 0a3za MO BBISIBICHUIO W JICYCHHIO OOJIEBOTO CHHIpOMa KpailHe Mala M3-3a
OTCYTCTBHSI CTaHJAPTU3HPOBAHHOTO MOAXO0/Ja K OLEHKE OOJIM M OTHOCUTEIBHO HEOOJNBIIOTO
KoinuecTBa manueHToB. OJHAKO HM3BECTHO, YTO OOJIb OKa3bIBa€T OTPOMHBIA OTPUIIATEIHHBIN
s }exT Ha KauecTBO XKU3HU OOJILHOTO.

OI_IGHKa oo MMpOBOAUTCS Bpa4yOM HIIN MCHHHHHCKOﬁ C@CTpOfI IIpU KaXXAO0M BHU3UTEC U OCMOTPE
0OIBLHOTO PasaACIbHO IPpH ABUKCHHUU U B COCTOSIHUH ITOKOS, YTO JOJIDKHO OBITH Saq)HKCI/IpOBaHO B
MGHHHHHCKOﬁ JOKYMCHTAaINH.

NutencuBHOCTh 00NM J0mKHA OBITH oleHeHa mno mkane BAII, kotopas He copaepkar
rpagyupoBku. boiapHOMY Tmpennaraercs OTMETHUTh CBO€ Bocmpusthe Oonu Ha mmkame (OoT
MUHUMAJIBHOH JI0 HECTEPITMMOM ), YTO TIO3BOJIET KOJMISCTBEHHO BBIPA3UTh OLICHKY B IMPOIICHTAX
ot 0 no 100%. ComocTaBuUB MOJIYyYEHHbIE CBEACHUS C KIMHUYECKONM KapTUHOM M JaHHBIMU
WHCTPYMCHTAJLHBIX METOJIOB OOCJICIOBAaHUs, OMPECIICTCS CTENeHbh WHTSHCHBHOCTH OOJH
(cmabas — ot 0 mo 40%, ymepennast — ot 40 o 70%, cunbHast — ot 70 1o 100%).

OHeHKa oo Yy Ju ¢ KOTHUTHUBHBIMH HApPYHICHUAMU IMPOBOJHUTCA HAa OCHOBC IMOBCACHUYCCKHUX
peaxunﬁ H BO3MOKHOCTH OTBJICUb WKW YTCUHIUTDH, IPUYEM CTCIICHb BBIPAKCHHOCTU HpOHBJ’ICHI/Iﬁ
OLICHUBACTCA B JTHMHAMUKCE.
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B cBs3u ¢ HemocTaTKkoM JToKaszareiabHOU 0a3bl mo obOezbonuBanuto npu bAC, Ha ceromaHsIIHUN
JIeHb 11eJIeCO00pa3HO MCIOJb30BAaHUE OCHOBHBIX PEKOMEHJANHMK 1Mo 00€300JUBaHHUIO0 B
HAJUIMATUBHOU MeIUIIMHCKON ITOMOIIIH.

Pexkomennyercss HEMHBa3MBHOE BBeIEHHE 00€300JMBalONIero mpenapara (ciaeayer
2B | UCKITIIOYUTh HHBEKIMH), OJHAKO IPU HEBO3ZMOXKHOCTH BBEICHHS MPOJIOHTUPOBAHHBIX
¢dbopM TpenapaToB 4epes raCTpocToMy PEKOMEHIYETCs HCIIOJIb30BaHHE WHBEKITUH [12].

Pexomenyercst BBOOUTH 00€300MBAIOIINI MpenapaT peryssipHO Yepe3 OIpeieeHHbIe
MHTEPBAJIbl BDEMEHH C YUETOM MEePHO/ia NOJYBBIBEICHUS WIIH «I10 Yacam.

2B

AHaJIBIeTUKH CIIElyeT Ha3HayaTh PETYISPHO 10 CXEME, HE JOKHUAAICh YCUIIEHUS O0JIH, C YIETOM
JUINTEJIBHOCTH JIEHCTBUS IIperapara U HHAUBUYaIbHBIX OCOOEHHOCTEN NallueHTa.

Pexkomenyercss mpuMeHATh 00€300IMBAOLINIA TIpenapaT, YBEIUYUBas JO3UPOBKY «IIO

2B Bocxozsmen» [12].

Pexomennyercst 06e3001uBalOMIMK MpenapaT IPUMEHSTh «MHAUBUIYATBHO» - C YIETOM
2B | MHIUBUIYATBHBIX PEAKIIUi OpraHu3Ma KOHKPETHOTO MAIUEHTA U C YYETOM OCOOCHHOCTEH
ero ¢uznyeckoro cocrostams [ 12].

‘ 2B ‘ PexoMennyercs MeaukaMeHTO3Hasl Tepanvs 6oy y nanuerTos ¢ BAC [12].

IIpenapatbl nepBoOro psija AJisi KYNMPOBAHUSA HelponaTu4ecKoi 00Jm:

» rabanentuH 900 - 2400 mMr B CyTKH;

* mnperabamun 150 - 600 mMr B cyTKH;

" AMUTPUNTWIUH (TpULMKINUYecKUe aHTHAenpeccanTbl) 50 - 100 Mr B cyTKH.

IIpenapart nepBoro psiga 1Jis KyMpOBaHHUA CIIACTHYECKOI 00J1M:
» jeserupaneram - 1500 - 3000 mr B CyTKH.

IIpenapatbl BTOPOro psijia Ajsi KyNMPOBAHUS CIACTUYECKOM 0oJn:
* OGaxnoden 25 - 50 HT B CyTKM HHTPATEKAIBHO;

" THU3aHWUJUH J0 8 MI/CYT;

= nuaszernam 2,5 - 5 mr 3 pasa B JICHb;

» rabanentuH 900 - 2400 mr/cyT.

IIpenaparpl mepBoro psiga Ajds KyNHPOBAHUsSI HOUMIENTHUBHOW 00JM, CBS3aHHOH CO
CHHMKE€HHEM WJIM MOJHBIM OTCYTCTBHEM MOABUKHOCTH:
= HIIBC u napameramorn (j103a moadupaeTcsi HHANBUAYATBHO), TPaMaoJl.

IIpenaparel BTOpOro psja:
" HApPKOTHYECKHE aHAIBI€TUKH, HadalbHas 1o3a 30 mMr MopduHa mepopaibHO WIM Jpyras
HKBHMBAJIEHTHAs 103a.

CiloHOTEe4YeHHe U CYXOCTh BO PTY

Pekomenayercs Ha3HaueHHE TPULMKINYECKUX aAHTHAETPECCAHTOB (aMUTPUIITUIINH,
4C | nokcenuH, UMUNpamMuH B g03e 25 - 100 Mr B CyTKH) A KyMUPOBaHHS CIFOHOTEUEHHS
[12].

TpUIUKITNYECKHUE aHTUIETTPECCAHTBI (AMUTPUNTHIIMH, TOKCENTUH, UMUINIPAMUH B 03¢ 25 - 100 mr
B CYTKH) yTHETAIOT HEHPOHAJIBbHBIN 3aXBaT CEPOTOHMHA M HOPAJpEHAINHA, a TaKKe 00JagaroT
XONUHOOJIOKHPYIOIIUM JCHCTBHEM, KOTOPO€ H BBI3BIBAET CYXOCTh BO pPTy, yMEHbIIas
CITIOHOTEYCHHE. Y OOJIBIIMHCTBA TMAIMEHTOB, OCOOCHHO TMOXKUJIOTO BO3pacTa, PEKOMEHIYETCS
HauMHATh ¢ HeOompmux 703 (10 - 25 Mr) Ha HOYB C MOCTENICHHBIM YBEITUYCHHEM B TEUCHUE
HECKOJNBKMX JHeW. OgHako HEOOXOAUMO YYUTHIBATH TakkKe TMOOOYHOE CeJaTHUBHOE,
TUIIOTEH3UBHOE U aPUTMOTEHHOE JIEUCTBUE TIPETapaToB.
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Pexomenayercst ucnonb3oBanue arponuHa cynbdara (1 ma 0,5% pactBopa aTponuHa Ha
200 mi1 BOABl B BUAE MOJOCKAHMS MOJOCTH PTA) WIM APYIMX AHTUXOJMHEPTUYECKUX
IpenaparoB (MOpaTponus OpOMHJ, CKOMOJAMHH) IPU HAIMYMM MPOTHBOIOKA3aHUN K
TPULMKIMYECKUM aHTUAenpeccanTaM [12].

4C

[IpuMeHeHHe TaHHBIX MPENapaToB TPeOYET OCTOPOXKHOCTH C y4eToM NoO0O04HBIX 3ddexTon
(Taxukapaus, 3amop, 3aTpyJHEHHE MOYEOTHENCHHs, Muapuas, ¢orodobus, mapaiuy
AKKOMO/IAIIHH ).

Pexomennyercss mnpu  HEI(D(EKTUBHOCTH KOHCEPBATUBHBIX  METOJIOB  BBEJICHHE

4C
OOTYJIOTOKCHHA THUIIA A B 00JIaCTh CIIFOHHBIX keie3 [12].

Orta mpoueAypa 3HAUUTEIbHO CHUXKAET CIIOHOTEUEHHE B TEUEHUE HECKOJIBKHX MECSLEB.
BBenenue 60TyIMHOTOKCHHA MPOBOAUT CEPTUGHUIMPOBAHHBINA CHIELUAINCT MO KOHTposieM Y3U
npu He3(h(HEeKTUBHOCTU KOHCEPBATUBHON Tepanuu. B penkux ciaydasx HHBEKIIMH OOTYI0TOKCHHA
B 00JacTh CIIOHHBIX JK€JI€3 MOI'YT OCJOXHMTHCSA Auc(arueid, B CBSI3U C ATUM IPOLEAYPY
PEKOMEHIYETCsI IPOBOJUTH MALIUEHTAM C YCTAaHOBJIEHHOM raCTpOCTOMOM.

‘ 4C ‘ PekoMeHyeTcst HCII0Ib30BaHUE MEXAHUYECKOI0 0TCOCA MPU CIOHOTEYEeHUH [12]. ‘

Pexomenayercs ucnoib30BaHrEe UCIIOJIb30BAHNE UCKYCCTYEHHOMU CITFOHBI IPU CYXOCTH BO
pry [12].

IceBao0yabOapHbIil agpdexT

4C

Pekomenayercs wucnonb3oBarh amutpuntwivd (50 - 150 mMr B cytku) U apyrue

3C | TPULMKINYECKHE  AHTHICIPECCAHTEL UHTUOUTOpPHl OOpaTHOrO 3axBaTa CEPOTOHHHA
(uuranomnpam, (IIyBOKCAMHH) B CTaHAAPTHBIX Jo3ax [12] g yMeHbIICHHS
SMOLMOHAIBHOM JaOMJIBHOCTH.

CnacTH4HOCTH

3C PexomeHyeTcsi MCIONIb30BaHUE YHPAKHEHUH M METONOB (PM3MYECKOW Tepamuu s
YMEHBUIEHUS TPOSIBICHUI ciacTU4HOCTH [12].

[ToBpIIEHME MBIMIEYHOTO TOHYCAa II0 CHACTUYECKOMY THIy — PE3YJbTaT IOPaKeHUs

KOPTUKOCIIMHAIBHOTO TpakTa. Hambomnee spko CHacTMUYHOCTHh BbIpaK€HA IpPU MEPBUUYHOM
JaTepallbHOM CcKJiepo3e. [lamueHTel MOryT JKalloBaTbCsd Ha CKOBAHHOCTB, CJIOKHOCTb IIpU
VMHUIMAIUK JBW)KEHUH, OOJE3HEHHBIE CIIa3Mbl, HEMPOU3BOJIbHBIE JIBUKEHUS, OOYCIOBIIEHHBIE
NOBBIIIEHHEM TOHYCa. CIIACTUYHOCTh TAKXKE MPUBOJIUT K HAPYLIEHUIO TIOXOJKH, CIO)KHOCTSIM B
€caMOO0OCTy)KMBAHNUHU U HA MO3THUX CTAJAUSIX MOKET BbI3bIBaTh (POPMHUPOBAHUE KOHTPAKTYP.

OcHOBHO 33/1a4eil Mpu JEUYSHUH CIIACTUYHOCTH SBISETCS COXPaHEHUE JUIMHBI MBI U 00beMa
JBUKEHU, 4TOOBI IPEeTOTBPAaTUTh HapylieHne pyHkuuu. K reueHunto cnacTH4HOCTH HE00X0MMO
IpUBIIEKaTh (PU3HOTEPANIEBTA, KOTOPBIN 1aCT pEKOMEHAAINH IO YIPAXXHEHHUSIM Ha PAcTSKEHHE, a
TaKKe 110 MO3UIIMOHUPOBAHNIO U UCIIOJIB30BAHUIO OPTE30B. IIpH IekapCcTBEHHOM Tepanuu Ciaeayer
IPUHATH BO BHUMaHHE, YTO CHM)KEHUE TOHYCA MOXKET YXYIUIUTh X0/1b0Yy B T€X Cilydasx, KOrja
CHACTUYECKUN TOHYC OIMpeeIieT ONOPHYIO (YHKIIMIO HOT.

PexoMeHnyeTcst MCMoNIb30BaHNE METUKAMEHTO3HOM Tepanuu: 0akinodeH U TU3aHHUIUH, a
3C | takke OeH301Ma3enuHBI (Yalle BCEro aua3enamM) W TOJIEPU3OH Uil yYMEHBIICHUS
CIACTUYHOCTH B COYETaHUU ¢ 00Jbt0 [12].

Bbakuodgen. Jleuenne HaunHaercs ¢ S5 - 10 Mr Be4epoM ¢ MOCTENEHHBIM MOBBIIIEHUEM J103bI 10 30
- 75 Mr B cyTku. Bo3MOXHO Takke Ha3HadeHHe KOMOMHauuu OakiiodeHa W auasenama, 4ro
oOecrieunBaeT OOJBIIMM TepaneBTHUECKUH H(P(EeKT MpU MEHbIIUX J03aX MpernapaToB. Y
NAIMEHTOB C BBICOKMM TOHYCOM, KOTOpPBIE HE MOTYT CaMOCTOSITEIBHO XOJUTh, MOXKHO
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paccMOTpeTh BapuaHT YCTAaHOBKH 0aKkIO(QEHOBOM MOMIIBI 17151 yMEHBIIICHUSI TOHYCA U 00JIerYeHUs
TUTHEHNYECKUX MTPOLENYP.

Muazenam. [Ipu HazHAYeHWH JAHHOTO MpemapaTa PEKOMEHIYETCsS TMOCTENEHHOE YBEIUYCHUE
JI03b1, HAUMHasi ¢ 2 Mr 3 pa3a B JicHb. J[nazenam peKkoOMeHIYeTCs IIPU OCTPHIX MPUCTYIIaX BEICOKOTO
TOHYCA, a TaKke npu HedpPekTuBHOCTH OakIo(eHa Uil B COCTaBe KOMOMHUPOBAHHOW TEPAITHH.
Haubonee wactbiMu  1moOOYHBIMH  dPQeKTamMu  aua3ernama  SIBISIOTCS  COHJIMBOCTb,
TOJIOBOKPY)KEHHE, HEYCTOMYHMBOCTh MPH XOAbOE, KpOME 3TOro, NMpH HAIWYHH JbIXaTeIhHON
HEJIOCTaTOYHOCTH WJIM COITYTCTBYIOILICH JIETOYHOM IMAaTOJIOTHH MPUMEHEHHE Jra3enama TpedyeT
OCTOPOKHOCTH B CBSI3H C BO3MOXKHBIM YCUJICHUEM THIIOBEHTHIISIIIHH.

Tu3aHNAMH BO3/IEHCTBYET HA CIIMHAIBHYIO U LIepeOpalibHYIO CIIACTUYHOCTb, CHUXKAET peIeKchl
Ha pacTsbKeHHE U 00JIE3HEHHbIE MbIIIeUHbIe cria3Mbl. [IpenapaT Ha3HauaeTcsl B HaYaJIbHOM J103€ 2
MI' Ha HOYb, C JAJIbHEHIIMM MOBBIIIEHUEM IIPU XOPOLIEH NEePEeHOCUMOCTH Kaxable 3 - 4 THS 10
MaKCHMaJbHOW CyTOYHOM 103bI 12 Mr 3 pa3a B J1€Hb.

ToJimepu30H — MHOPENIAKCAHT IIEHTPAJIBLHOTO JEHCTBUS, MpUMeHsieTcs B go3e 150 - 450 mr 3
pa3a B JICHb.

Crpax, TpeBora, nenpeccus

Pexomenayercs WCMONB30BaTh AHTHACTIPECCAHTHI M3 TPYNIBI OOpaTHOro 3axBara
cepoToHMHa  (dcumrTanonpaM,  (GIYOKCETHH),  MHUPTa3aluH,  TPUIUKINYECKHE
AQHTHJICTIDECCAHTHI ~TPH  OTCYTCTBHHM  TPOTHBOIIOKA3aHW, OCH30[Ma3eIHbBl B
CTaHJIAPTHBIX TEPANEBTHUECKUX J103aX MPU HAIMYUH TPEBOKHOCTH U Aenpeccud [12].

4C

Henocpencrsenno npu BAC uccnenoBanus He IPOBOAUIIUCH, OTHAKO MOT'YT OBITh UCIIOJIb30BaHbI
UcclieIoBaHus ¢ 0oJiee BBICOKMM KJIACCOM JIOKAa3aTeIbHOCTH, B KOTOPBIX OLICHUBAINUCH JIEUEHUE
JIEIPECCUBHBIX COCTOSHUI M HEOOXOIMMOCTh UX KYIIHPOBAHMUSL.

ITocranoBka nuarso3a BAC — 310 cTpeccoBas cuTyauus AJs MALMEHTOB, KOTOpask IPUBOAUT K
Pa3BUTHUIO TaKUX CUMIITOMOB, KaK CTpax, TpeBora, Jenpeccus. B mepByro ouepenp, MalueHTy
TpeOyeTcst ICUXOJIOTHYECKas IOJJIEP)KKa CO CTOPOHBl MEIUMIMHCKOIO IEpcoHalla MU
ponCcTBEHHUKOB. I3  QapmakoTepaneBTUYECKUX CPEACTB  4Yallle BCEro  Ha3HAYaloTCs
O€H30/IMa3eNuHbl, TaK KaK y HHUX MEHbIIE PUCK Pa3BUTHs JIEKAPCTBEHHOW 3aBHCHMOCTH U
MOCNEAYIOUIET0 CHHIpPOMa OTMEHbI. JlJIs NanuMeHTOB C JOMUHHUPYIOLIUM JEIpPECCUBHBIM
CHHJIPOMOM pEKOMEHJYI0TCS aHTujenpeccanTsl. I[Ipemaparamu BbIOOpa, OCOOEHHO Y JIHIT
MOKUJIOTO BO3PACTa, SBISAIOTCA CEJNEKTHBHBIE MHIMOUTOpHI 3axBaTa CEpPOTOHHMHA B CBS3H C
OTCYTCTBHEM AHTUXOJIMHEPTUYECKOTO, AHTUTUCTAMUHEPTUYECKOT O, aHTHaJIb(a-
aJipEHEePTrUYecKOro U KapAUOTOKCHYeckoro aeicTBus. OIHAKO MpU Ha3HAYEHUH ITHX MPENapaToB
(HanmpuMmep, GaryokceTHH B o3e 20 MI B CyTKH) TepaneBTu4eckuil 3hdekt rocTuraercs: ToIbKo
yepes 2 - 4 Henenu. Ecnu Hapsiy ¢ 1enpecCUBHBIM COCTOSIHUEM OTMEYAI0TCS Pa3IpakUTEIbHOCTh
U OEcCOHHMIA, PEKOMEHJYeTCsS  Ha3HAueHHWEe  TPULUKIMYECKHUX  AHTUAEIPECCAHTOB
(amuTpunTuaMHa WM umunpamuHa). C  nenbto  u30exaHuss MOOOYHBIX 3 PexToB
TPULIMKIMYECKUX  aHTHJIENPECCAHTOB MOXKHO MPHUMEHATh KOMOWHAIMIO  CEJIEKTHBHBIX
MHTUOUTOPOB 3aXBaTa CEPOTOHUHA ¢ OEH30/1Ma3ECTUHAMHU.

Hapyumienusi cHa

PexomeHyeTcst HCIOJIb30BaTh AMUTPUIITIIIMH, MHUPTA3aldH U 30JIHIEM, a TaKxkKe
4C | OeH3zoauazenuHsbl (Jlopa3enam, AuaszenaM) B CTaHIAPTHBIX TEPANeBTHUECKHUX J03aX MpH
HapylLIeHMsIX cHa [12].

Henocpencreernno npu BAC uccrnenoBanus He MPOBOAMINCH, OTHAKO MOTYT OBITh UCTIOJIb30BaHbI
UCCIIEIOBaHMsI ¢ 0oJiee BBICOKMM KJIACCOM JIOKA3aTeNbHOCTU, KOTOPBIX OICHUBAINUCH JICUCHUE
OECCOHHMITBI U HEOOXOAMMOCTh KYITMPOBAHUSI €€ CHMIITOMOB.
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3amnop

PexomeHnayeTcss NpUMEHEHHE HEMEIMKAMEHTO3HbIX M MEAMKAMEHTO3HBIX METOJIOB
4C | koppekiun 3arnopoB y nanueHToB ¢ BAC, yunTbiBas 00€31BHKEHHOCTh MAIlMEHTOB U
JIONOJIHUTEIbHBIE (DAKTOPBI pHCKaA 3al10POB.

3amop — 3TO peaKoe U TPYAHOE MPOXOXxACHHUE CTya. OIEeHUBAETCS CYOBEKTHBHO MAIUECHTOM.
Kak npaBuiio, eciny onopoXKHEHUE KUIIEYHUKA HE IPOUCXOIUT B TEUEHHE TPeX AHEH, KUIIeYHOe
COJICPKMMOE MOJKET 3aTBEpPACTh, U Je(eKamnns MOXKET CONMPOBOXKIATHCSA OONBIO U OBITH KpaiiHe
3arpyznHeHa. CTyn MOXeT 3aTBepAETh U ObITh OOJE3HEHHBIM Ja)ke IMPU KOPOTKUX MHTEpBalax
Mexay aedexanusaMu. HeoOXoauMOCTh HampsiraTbes BO BpeMs jAedekalnuud Wid OLyIIeHue
HETOJIHOTO OIOPOKHEHMs TaKKe MOYKHO TpaKTOBaTh Kak 3amop. Hapymienue akra nedexaunun
NOMUMO HEeONIaronpusaTHbIX 3((EeKToB (MIIeMHUs KHUIIKH, TPAHCIOKALUsS MHKPOOPTaHHU3MOB,
KULIeYHast HEIPOXOAMMOCTb) OTPHULIATENIBHO BIMSAET HA KAUECTBO KU3HU U TPEOyeT NPUCTAIbHOIO
BHUMAaHHSA CO CTOPOHBI MEAMLMHCKOro mnepconana. ¥ 46% namuentoB ¢ BAC nabmomarorcs
3anopsl [29].

IIpuunnbl 3an0poB y nanuentos ¢ BAC:

" HEJOCTaTOYHOE COJepKAHME MUIIEBBIX BOJIOKOH B PALIMOHE;
" Jlerujiparaius;

= c1a00CTh;

" J(pIXaTelbHasi HEJOCTaTOUYHOCTb;

" Jienpeccus;

" CHIKEHHUE WM OTCYTCTBUE JABUTATEIbHON aKTUBHOCTH;

" HeNpuBBbIUHBIE YCIOBHS (HOBas O0OCTAaHOBKAa, HECOOTBETCTBUE IPHUBBIYHON  cpene,
HE0OXOIUMOCTb HCIIOJIb30BaHUs CY/IHA);

" [IpUMEHEHHE JEKApCTBEHHBIX CPE/ICTB:

" ONUAaThl;

" TPULUKIMYECKUE aHTHIECIPECCAHTHI;

" Cpe/ACTBa, NOJIABJISAIOUINE CEKPELIUIO;

" [IPOTHUBO3MMJIECHTUYECKHE IPENapaThl;

"  aHJAUUIbL;

" JNypETHUKH;

" [penapartsl Kenesa.

IIpopuniakruka 3anopos

OcHoBa NpPOMUIAKTHKKA 3allOPOB — 3TO COONIOJACHUE MUTHEBOTO pPEXHMa W TOBBIIICHUE
COJIepXaHusl KJIIETYATKH B pallOHE.

IIpu Ha3HAYeHMHU ONMATOB cJjelyeT NPUHATH JONMOJHHUTE]bHbIE Mepbl N0 NPOQUIAKTHKE
3aMo0poB:

" [penapaTthl CEHHBI;

" yBenu4eHue 00bEMa noTpedsieMoi JKUAKOCTH (IIPU OTCYTCTBUH

" [POTHUBOINOKA3aHUN);

* yBenu4eHue (pu3nyeckoi aKTUBHOCTH (TPH HAIWYMU BO3MOXHOCTH); MPH YBETUUYEHUU J103bI
OIMATOB CJIEYEeT TAKXKE YBEINYUBATD 103y CIA0UTEIbHBIX.

Jleyenue 3anopos:

" yCTpaHEHUE MPUYNHBI 3aropa (Mpy HATUYUU BO3MOKHOCTH);

" JJaKTHUTOII;

® [pernaparthl CEHHBI,

" [IpHU HEAOCTATOYHOU 3PPEKTUBHOCTH MOKHO JOOABUTH Pa3MATYUTENN CTYIA

* (DOKy3aT HaTpHUs);

" [IpHU HAJUYUU KOJHMK K TepamuH MOXHO 100aBUTh OCMOTHYECKHE ClIa0UTENbHbIE (JIAKTYJ103a,
MakKporoi).
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[Tpu Ha3HAYEHNU CITA0UTENBHBIX CIIeIyeT OPUEHTHPOBATHCS HA CYObEKTHBHYIO OLIEHKY KoMpopTa
neexkanMy MalMEeHTOM, a HEe Ha 4acTOTy MM KOHCUCTeHIMio cryina). Crnemyer wu30erarhb
CJIa0UTENbHBIX, BBI3BIBAIOIINX YBEIMUYEHUE 00bEMA CTYIIA.

Ecmu s dexT ot crabuTenbHbIX HEIOCTATOYCH, K TEPAITMHA MOTYT OBITh T0OABJICHBI IPOKMHETUKH:
" METOKJIOTIPaMUI,

" JJOMIEPUIOH

» sputpomuruH 250 - 500 mr 4paza B cyTku (ucnosib3oBanue «off-label»).

He pexomennyercs WHCHOiIb30BaHUE NPOKUHETUKOB TMpU Koiukax. He pexomenmyercs
MCIIOJIb30BaHUE KIU3M. BO3MOXKHO MCIOJIB30BaHUE MUKPOKIIN3M JUIs pasmsryeHus cryna. [pu
Hed(p(HEKTUBHOCTH T€pPANK PEKOMEHIYETCSI KOHCYIbTAIUs TaCTPOIHTEPOIIOT.

dacuuKyJIIUUN, KPaMIIH

PekoMenayercss WMCHONIb30BaTh aHTHANWJICNITUYECKUE TIperaparbl (JIeBeTUpaleTaMm,
4C | xapbaMasenuH), MHOPEIAKCAHTHl (TU3aHWIWH, OakiodeH), (Qu3noTepaneBTHICCKHUE
metoabl, JIOK w1t ycrpaneHus cuMrnToMoB KpaMiu U hacuukyssimid [12, 13].

MN30bITOYHA MOKpOTA

PekoMeHnayercss MCIOJIb30BaHHE OPOHXOIUTHKOB W MYKOJHMTHKOB (OJHAKO JaHHBIC
mpemnapaTsl JOJDKHBI KpailHE OCTOPOXKHO MPUMEHATHCA MpU OCIa0JICHHOM KaILJIEeBOM
TOJIYKE W OTCYTCTBHHM OTKAaIUIMBATENs), AaHTAarOHUCTHl OeTa-aJipeHePruIeCKIX
perenTtopoB  (METOMPOJION,  HPOMPAHONON),  AHTHUXOJUHEPTUYECKUE  CpPEICTBa
(umparponuii), a Tak K€ MEXaHHMYECKUE OTKAIIMBATENIW U TMOPTATUBHBIE OTCOCHI MPHU
BO3HUKHOBEHHH M30BITOYHON MOKPOTHI [12].

4C

KornuruBHbIC HApYLICHUS

PexoMeHayeTcss MpoBOANUTE OLIEHKY KOTHUTUBHBIX HapywmeHui npu BAC, tak kak y 5 -
15% mnamuentoB ¢ BAC ormedarorcss mpu3HaKu (POHTOTEMIIOPATHHON JAEMEHIHH
4C | (IpeuMylIeCTBEHHO IIOBEICHYECKUE HApYIIEHUs W HapyIIEHUs HCHOIHUTENIbHBIX
GbyHKIMH), TaK Kak, COTJACHO pe3yjibTaTaM HCCIEIOBaHMA, HaJIMYHE KOTHUTHUBHBIX
HapyUICHUH MOKET BIUATH HA IPUHATHE PEIICHUH MAIMEHTOM M yXyIIaeT nporsos [13].

B Tabmume 5 0000mEeHBI dYacThle CUMIITOMEI, OeccIokosAmpe mnanueHToB ¢ BAC, wm

PCKOMEHAOBAHHBIC METOABI UX KOPPCKIHHU.

Ta6auna 5. Cumnromaruyeckas Tepanus

Cumnrom/ Ccebliaku
HOKA3AHME MeToabl KOppeKIUun Y
Kapbamaszenun 100 mr 2 pa3a B 1eHb “bokoBoil aMuoTpouIecKuit
baknoden no 75 mr/cyr CKJIEPO3 U JIpyTHe
PacupkyH Tuzanuaun 10 36 mr/cyr 00JIe3HU JBUTaTEILHOTO
> | Jleetuparneram 1000 - 3000 mr/cyT B 2 C4 | meitpona”
Kpammu N .
npuéma dusnorepanus (Maccax, https://alsfund.ru/wp-
MarHUTOTEPAITHs, BOJIOJICUCHHUE) content/uploads/2022/01/Klinich
JIOK eskie_rekomendatsii-po-BAS.pdf
baknogen no 75 mr/cyt “boKoBOI aMUOTPOPUUECKHI
Tuzanuaus 10 36 Mr/cyt CKJIEPO3 U IpYTUe
Hwnazenam 2,5 - 5 mr 3 pa3a B IeHb 00JIE3HH IBUTATEIILHOIO
Cnactuanocts | TaGamentun 900 - 2400 mr/cyr (B 3 C3 | meiipona”
npuéma) https://alsfund.ru/wp-
Mewmantus 10 - 60 mr/cyT content/uploads/2022/01/Klinich
dusuorepans (Maccax, JIOK) eskie rekomendatsii-po-BAS.pdf
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[Tapaneramon 1 r 4 pasza B ieHb
HITIBC
Tpamamon 50 mr (He 6osee 400

“bokoBoii aMHOTpOPUIECKUI
CKJIEPO3 U ApYyTrHe
0O0JIe3HH JBUTATEILHOTO

Bonesoii MI/CYT.) gy | Heiipoma”

CHHJIPOM Mop¢uH B HayansHOM 103¢ 30 Mr B https://alsfund.ru/wp-

CYTKH content/uploads/2022/01/Klinich
IEpOPaILHO eskie _rekomendatsii-po-BAS.pdf
JIOK

“bokoBoii aMHOTpOPUIECKUI

Terpeccis AwmwutpuntuivH 10 100 Mr/cyt Ha HOYB gﬁi?;g; I;;II)I?;TI/I;BHOFO

3MOLII/IOHaJI’BHaSI ®nyokceruH 1o 20 Mr/cyT Ha HOYb C3 | meiipona”

1a0UIBLHOCTD dcuuranonpam 10 20 Mr yrpom https://alsfund.ru/wp-

Muprasarun 15 - 45 wr/cyr content/uploads/2022/01/Klinich
eskie _rekomendatsii-po-BAS.pdf
“bokoBoil aMHOTpOhUIECKU

Ileponeanbhbie CKJIEpPO3 U JIpyrue

napessl, 00JIe3HU IBUTaTEIIEHOIO

SKBUHOBADYCHA Oproneanueckas 00yBb, OPTE3bI c3 Heiipona”

s neopmarius JIPK https://alsfund.ru/wp-

CTOII content/uploads/2022/01/Klinich
eskie_rekomendatsii-po-BAS.pdf
“bokoBoii aMHOTpPOPUIECKUI
CKJIEpPO3 U JIpyTHue

[Tapes .. . .. . 00JIe3HU IBUTaTEIBHOIO

. [TomyXECTKUN UM KECTKUI . v

pasrubareeit FOOBOIEPIKATEID C3 HeHpoHa

11(5)% https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie_rekomendatsii-po-BAS.pdf
“bokoBO# aMHOTpOUIECKUIA
CKJIEpPO3 U JIpyTue

Hapyenus Tpoctu, XOIyHKH, KOJSCKH c3 gggle)iipé’{[BHraTeanoro

X0Z051 JIoK https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie_rekomendatsii-po-BAS.pdf
“bokoBoil aMuoTpouyeckuit

Tpom0o3b! AHTHKOAryJIsIHTHI gKnepos 11 Apyrue

rITyOOKHX ®usuorepanus - ToabKO 115 c4 Hggei:;,?BHraTeHLHom

BEH HIDKHUX PO UITAKTUKH! h ttpls)' //alsfund.ru/wp-

Koneuocteii | KOMIPECCHOHHBIIH TpHKOTaxK content/uploads/2022/01/Klinich
eskie _rekomendatsii-po-BAS.pdf
“boKoBOI aMUOTPOPUIECKHI
CKJIEpPO3 U JIpyTue

Cractryeckast 00JIE3HU IBUTATEIBLHOIO

KOHTPaKTypa Pacciabisroniye J0HreThl C3 HelpoHa”

KHCTH https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie_rekomendatsii-po-BAS.pdf

CITIOHOTCUCHITE MexaHnyeckas WM MEIUKAMEHTO3HAs C4 “bokoBoil aMuoTpOohuUeCcKuit

caHalys MoJOCTH pTa (4acTble Bl | ckuepos u npyrue
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MOJIOCKAHUSI aHTUCETITUYECKUMU
pacTBOpamu, YUCTHTH 3yObl TPH pa3a B
JICHB)

AMUTpUNTUIINH, UMUTIpaMuH 10 100
MTI/CyT Ha HOYb.

AtponuH 0,1% 1o 1Be Karm B
Kakaplid yroJ pra 3a 10 - 20 mun 10
€/Ibl U Ha HOYb (CHUCTEMHOE
IPUMEHEHUE aTPOIMHA HECET PUCK
n000YHBIX 3P PEKTOB, HATIPHUMED,
TaxuKapauu, 3anopa) Cxomnogepm
[TopraTuBHBIE OTCOCHI
borynuHoTrepanus

00JIE3HH IBUTATEIILHOIO
HelpoHa”

https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie rekomendatsii-po-BAS.pdf

Mokpora

BpoHXO0IUTHKN U MYKOJTUTUKH
(anetmmuctenH 10 600 Mr BHYTph B
JIEHb) - TOJIBKO MpU
YIIOBJIETBOPUTEIHLHOM KalllJIEBOM
TOJTUKE AHTaroHUCTHI Oera-
aJipeHEePruYeCcKUX PEIenTOPOB
(METOIpOJI0J1, MPOIPAHOION)
AHTUXOJMHEPrHUECKHUEe CPECTBA
(unpaTtponuii) Mexanuueckue
otkanuuBatenu [lopraTuBHBIE OTCOCHI

C4

“bokoBoil aMHOTpOhUIECKUi
CKJICPO3 U JAPYyTHE

00JIE3HN IBUTATEILHOIO
HelipoHa”

https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie_rekomendatsii-po-BAS.pdf

Hucdarus

CmM. pasacia ((HyTpI/II_[I/IOHHaSI
MOoAACPIKKA»

“bokoB0O# aMHOTpOhUIECKUI
CKJICPO3 U APYruc

00J1€3HHU IBUTATEILHOIO
HelipoHa”

https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie _rekomendatsii-po-BAS.pdf

JprxaTenbHble
HapyIIEeHUA

Cwum. paznen «Koppekuust 1bIXxaTelabHbIX
HapyILIECHUI)

“bokoBoil aMuoTpopuyeckuit
CKJIEpO3 U Apyrue

60J'IC3HI/I ABUT'aTCIIBHOTO
HelpoHa”

https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie rekomendatsii-po-BAS.pdf

OnpImka

Mopdus 10 - 30 Mr B cyTKH
napeHTepaIbHO

C4

“boKoBOI aMUOTPOPUUECKHI
CKJIEpPO3 U JIpyTue

00JIe3HU IBUTATEILHOIO
HelpoHa”

https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie_rekomendatsii-po-BAS.pdf

JlapuHrocnasm

Jlopazenam 1 mr cy6nunraansHo (10 10
MT B CYTKH)

C4

“bokoBoil aMuoTpohudecKkuit
CKJIEPO3 U Apyrue

60J'IC3HI/I JABUT'AaTCIIBHOT'O
HeWpoHa”

https://alsfund.ru/wp-
content/uploads/2022/01/Klinich
eskie _rekomendatsii-po-BAS.pdf
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Bakuunanus

4C

PexomeHnayercss mpoBOAUTH BaKLUHALMUIO JIMIAM C XPOHMYECKUMH 3a00JIEBaHUSAMU
MoKa3aHa BaKIMHALKS OT TPHIIIA, @ B3POCIBIM U3 TPYIII PUCKA, a TAKKE JIUIAM CTaplie
60 set, cTpaAarIUX XPOHUUECKUMH 3a00JI€BaHUSAMM JIETKUX, [TOKa3aHa BaKI[MHALUSA OT
THEBMOKOKKOBOM nH(pekuuu. Takum o0pazom, 6onsHbM BAC mokazana BakuHaNnus OT
TPHIINA ¥ ITHEBMOKOKKOBOM nH(pekuu [ 13].
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HAILIMOHAJIBHBIN KIMHUYECKHUHA MPOTOKOJI
HPOOPUJTAKTUKHU U PEABUJIMTAIIUUA 110 HO30JIOI'NHN
«BOKOBOH AMUOTPO®UYECKUHN CKJIEPO3 U JIPYTUE

BOJIE3HU JIBUT'ATEJBHOI'O HEMPOHA»
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MeanuuHckasi peadniMTanus

du3nyeckas peadmIMTanUA

PekoMeHyeTcsi MCIONb30BaHNE YIPAXKHEHUH M METOJOB (PU3UUYECKOW peadmInTaIun
JUISL YMEHBIIEHUS MPOSBICHUN TaKUX CUMIITOMOB 3a00JeBaHus, Kak 00Jib, CKOBAHHOCTb
3C | MbIIII, MBIIIEYHAs cIab0CTh, BBICOKAs YTOMIISIEMOCTb, OTPAaHMYCHHOCTH JBHKCHHUH,
IbIXaTellbHas HEJO0CTaTOYHOCTb, TPYAHOCTH BBHIIIOJHEHHUS OBITOBBIX HAaBBIKOB H
camooOciyxxuBanus [12].

B peabunurtanuio BXoaaT (u3MUEcKHe YHNpaKHEHUs, TEXHUYECKUE CPEJICTBA U TPEHAXKEPHI,
MOMOTAIOIINE TOAJEPKATh (U3MUECKOE COCTOSIHHE MBIIII, CYCTaBOB, CBS30K, CYXOXKHIIUU;
oOydeHue MpaBUIIbHON TEXHUKE MOJI0KEHHS, IepEeMEIICHU MallUeHTa B KPOBATH; IPUCAKUBAHUE,
nepecaXuBaHue, MPEAYNPEKICHUE MAICHUH W JAPYTrUX OCIOXKHEHHWH, MOA00p TPOCTH WU
XOJYHKOB, UCIIOJIb30BAHUE MEXAHUYECKOI'O UJIU AJIEKTPUUECKOTO Kpeciia- KOJISCKHU.

[Tpu 00e31BMKEHHOCTH HapacTaeT CKOBAaHHOCTh MBIIII], YTO B JaJbHEUIIEM MPUBOAUT K OOIH,
KOHTPaKTypaM (OTpaHMYEHUIO ABW)KCHUU B CycTaBax) U JalbHEWIIEH MoTepe CIOCOOHOCTH K
JBUKEHHUIO.

Pexomenayembie rpynnbl ynpasknenuit npu bAC:

* VrOpaXHEHHs Ha PacTSITUBaHUE — JUJIS YIAYUIIEHUs THOKOCTH W TOAEP KAHUS JITTUHBI MBIIIIII
(CHMYKEHUE CTIACTUYHOCTH ), TOJIBU’KHOCTU CYCTaBOB, MPODUIAKTHKU KOHTPAKTYP;

* VOpaXHEHHs] C CONPOTHUBICHUEM HU3KOW (HE YTOMJISIONIEH 4YeJIOBEKa) WHTEHCUBHOCTH.
CremneHb CONPOTUBIECHUS MOJOUPASTCS HHANBUYATBHO C YYETOM CHIIbI MBIIIII;

* AdpoOHBIC yNpaXHEHUs (Ipyroe Ha3BaHWE — VYIPAKHEHHUS HA BBIHOCIUBOCTH) MOTYT
VIYUIIUTh T.H. «KapAHOPECTIUPATOPHBIA MHIEKC» (COTJIAaCOBAHHOCTh PabOTHI ABIXATEIbHOU U
CEP/IEUYHO-COCYAUCTON CUCTEM);

* Bo3MO)KHaA TPEHUPOBKA XO0JIbOBI C TTOMOIIBIO OETOBOW TOPOKKH, IUTUITUYECKOTO TPEHAXKEPa
Ha HU3KUX CKOPOCTSIX, C MOAJIEPKKON (15 IpeynpexIeHUs aieHUl );

= J[pIxaTesIbHbIC YIIPAKHEHUS.

Henn puznyeckoii Tepanuu HA PAHHUX CTAAUAX 3200/1eBAHUSA:

* OueHuTh 6€30MaCHOCTb JOMAIIHEH 00CTaHOBKH U O0YYUTh TEXHUKAM COXPAHEHUS SHEPTUH;

* JIpoanuTh NeproJ CaMOCTOSATEIBHOCTH YEJIOBEKA B IBMIKEHUSAX U aKTUBHOCTSAX IMOBCEIHEBHON
KU3HU;

* JIpenoTBpaTUTh OMACHBIE OCIOXKHEHHUS — MaJIeHUsl, KOHTPAKTYpPhl U MBIIIEYHO-CKEIETHYIO
00JIb;

* JlognepxaTh CHJIy MBI, O0BEM IBUKEHHM M 00Ilee COCTOSHHME 4YEJOBEKa C MOMOIIbIO
UH/IMBUYaJIbHOM POrpaMMbl (PU3UUECKUX YIIPakHEHUI;

* (OOy4YuTh YEJIOBEKA U €r0 CEMbIO, HH()OPMHUPOBATh UX O Pa3HBIX aclEeKTax 3a00JeBaHUS;

* OnNTUMHM3MPOBATH TEXHUKY XOIBbOBI M TPEHUPOBATh XOABOY C TEXHHYECKUMHU CpEJICTBAMU
(TpocTsiMH, XOAYyHKaMmu), opTe3amMu (HarpuMep, ¢ TOJICHOCTOMHBIM OPTE30M ISl OOJIETYCHHS
HepeHoca CTOMbI MPH X0b0€ U CTaOMIN3AIMK KOJICHA).

Henun puznyeckoii Tepanuu Ha MO3AHUX CTAAUAX 3200/1eBaHus:

* OOy4MTh YEJIOBEKAa U CEMBbIO TEXHHMKaM IMPAaBUJIBHOIO IOJIOKEHHsI B KpPOBaTH, 0€30MacHOro
nepeMenieHus (Harpumep, U3 KpoBaTy B KPECsIo U 00paTHO, B MAIIMHY U U3 MAIlIUHBI);

* [lomoOpaTh K HCHOJB30BAaHUIO CHEIMAJIbHBIC 3aXBaThl JJS HAJAEBAaHUS OJICXKIbl U HOCKOB,
MOopy4YHeH, HacaJJKi Ha YHUTA3, CUICHbS JUIsl BAHHOM, Kpecia-TyajieTa U IpyriuX CpesiCTB;

* B nanpHeimem, mpu HapacTaHWU Yy 4YeJOBEKa CIa0OCTH PEKOMEHJOBATH HIIEKTPUUYECKYIO
KPECII0-KOJISCKY;

* OuEeHUTh HEOOXOIUMOCTh IPHOOPETEHUS IIEKTPUIECKON KPOBATH U TIObEMHUKA.

OcHoBHbIe NPUHIUIBI pu3nyeckoii peaduautanuu npu BAC:
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" yMEpeHHas HHTEHCHUBHOCTH (DU3MYECKHX HArPy30K, HEJOIMYCTUMO BBIIOJIHATh YIPAKHEHUS 10
COCTOSIHUS BBIPQ)KEHHOTO YTOMIICHUS;

" OrpaHHYECHHE BPEMEHU BBITIOJIHEHUS OJHOTO YIpaXHEHUs (1100 YIpaXHEHUI Ha OIHY TPYIILY
MBIIIIII);

" [UIABHOCTh M HHU3KMH TEMIl JBWKCHMHA IPH BBIIOJHEHWH YNPAXHEHUH BO wn30exkaHue
IIPOBOLIMPOBAHUS MBIIIEYHBIX CIIA3MOB.

Pexomennyercst npoxoxaenne MCD ¢ mpUCBOCHHMEM COOTBETCTBYIOIIEH MOCTOSHHOM
4C | rpynmbl  MHBAIMAHOCTH C YYE€TOM HEYKJIOHHOIO XapakTepa MpOorpecCUupoBaHUs
3a00JIeBaHUs C MOMEHTA YCTAHOBJICHHUS JHArHo3a.

PexomeHnayercst olieHKka ABUraTeabHOM (DYHKIMM M MOBCEIHEBHON aKTUBHOCTH, B TOM
gyucae ¢ npuiedeHHeM MCD U coUManbHBIX PaOOTHUKOB, C IENBIO ONpPEACICHUS
UHAWBUIYAIIbHOM MporpamMMbl peaOMIuTauuu U HEOOXOJUMBIX BCIOMOTaTeIbHbIX
CpeACTB (Kpeciio-KaTallka ¢ TUIIOM MPUBOJA U YIPABJICHUS COIVIACHO HY>KJlaM IMallleHTa
u ero (yHKIMOHAIBHOMY CTaryCy, XOIYHKHM, TpPOCTb, XOJIYHKH-POJUIATOPBHI,
(GyHKIIMOHATIBHASI KPOBATh, IPOTUBOINPOJICKHEBBINA MaTpac u T.11.) [12].

4C

My3bIKaJIbHAS Tepanus

PeKOMeHI[yeTCH HCIIOJIB30BaHUC My3bIKaJ'II>HOI71 TCpallu B Ka4YCCTBC nozmepxanafomeﬁ

4C
Tepanuiy ¢ HeJb0 YMEHbIIEHUs BhIpakeHHOoCcTH cumnToMoB [30, 31, 32].

My3bikanibHas Tepanusi — KIMHUYECKOE UCII0Ib30BAHNE MY3bIKU JJIs1 pa0O0ThI Ha/l GU3UUYECKUMU,
AMOIMOHAIBHBIMUA, KOTHUTHUBHBIMH, KOMMYHHMKATUBHBIMM W COLMAJIBHBIMU MOTPEOHOCTSIMU
ManueHTa — MOKET PEeKOMEHJOBAThCA B KadecTBE IMOJICPKUBAIOIICH Tepanmuu sl OOJIbHBIX
BAC u ux cemeii. MccnenoBanusi moKa3bIBalOT, YTO MYy3bIKaJIbHAsl TEpamnus CIOCOOCTBYET
CHU)KEHUIO TPEBOKHOCTH, CHIYKEHHIO YCTAJIOCTH U COHJIUBOCTH, CHIDKEHHUIO 00U, PU3NIECKOMY
KOM(OPTY U pelakcaluu cpeir NaiMaTuBHBIX marueHToB [30, 31]; akTuBHas My3bIKaJIbHas
Teparnusi OKa3bIBaeT MOJOKUTENbHBIN 3P (HeKT Ha KauecTBO *Ku3HU nmanueHToB ¢ BAC, B Tom uncrne
CHIDKAsl BOCIPUATHE (PU3HMUECKUX CUMIITOMOB Ooste3Hu [32].

KommyHukanuu

Pexomennayercs perynspHas (kaxzapie 3 - 6 MecsIeB) OIEHKa pedeBOM (YHKIUU

4C
MaIMEHTOB, 3aHATUSI C Jioroneaom [12].

Hapymienne crnocoGHOCTH 00mIaThest C APYTHMHU JIIOJBMH PE3KO CHIDKAET KAdyeCTBO JKH3HU
MAIUEHTOB.

PexomMeHnayercs olieHKa KOTHUTUBHBIX CLIOCOOHOCTEN MpY HapyLUIEHUH PeYeBOM (yHKIIUN

= Ha paHHUX cTaausax 3aboneBanus [12].

PexomeHyeTcst HCIOIb30BaTh BCIOMOTaTeIbHbIE MPUCTIOCO0IEHUS (Ta0IHIIbI, CXEMBI) U
4C | npubopsl (aii-Tpekep, creualbHble IPOrpaMMBbl Ha Telle(hoHaX U KOMITbIOTEPAX ) C LEJIbIO
obzeryenusi kKomMmyHuKanuu [12, 13].

CyIecTBYIOT IPOCTHIE pelieHus it ooserdyeHus ooieHus. O0puHas Oymara i crieliaibHbIe
JIOCKH, Ha KOTOPBIX MOKHO MMUCATh MapKEPOM, & IOTOM CTHUPATH - 3TO TO, UTO UCTIOIB3YETCS Yallle
BCEro, KOrja npormajaeT rojioc, Ho eule padoratot pyku. [lo Mepe HapacTanus ci1abocTu B pyKax,
MOKHO HCIIONIb30BaTh TaOmuibl. TaOmuiel ans OOIIEHHWs] BKJIIOYAOT HaumOoJIee YacTo
WCIIOJIb3YEMBIE€ CIIOBA, TeMBI U (Ppa3wl. Bce 3ampockl B HUX KJIACCHUPHUIIMPOBAHBI M0 TeMaM U
nonpaszaenam. [lamuent pykoi (6o rirazamMu Mpy BIPAKEHHHON C1a00CTH B pyKaX) yKa3bIBaeT
CHauaja Ha OOWMI pa3fen, a 3aTeM Ha KOHKpeTHble (pa3bl U cloBa BHYTPU KaKIOTO
TEMaTUYECKOro pa3jiena.
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J1J1s mo1auM CUTHAJIOB MOYKHO MCTIOJIb30BaTh 3BOHOK HITH KOJIOKOJBUUK. OOBIYHO UX HCIIONB3YIOT,
YTOOBI IPUBJIEYb BHUMAHHUE TOTO, KTO YXaXKUBAET, €CIIM CPOYHO YTO-TO IIOHAAO0OMUIIOCH, 3 HUKOTO
HET PSAAOM.

Jns obmieHuss MO>KHO HCHOJIB30BaTh 000pyAOBaHUE C 3apaHee 3aliCaHHBIMU COOOIICHHUSIMH.
Taxoit mpubop mpeacTaBIseT COOO0M MIIACTMACCOBBIH IIAHIIET C TYCHKAMU, B KQKIOU 3 KOTOPBIX
3amucaH ayJAHo-TEKCT, KOTOPBIM YEeJIOBEK X0UET JOHECTHU A0 OKpyxaromux. [Ipu nerkom HaxxaTtuu
Ha COOTBETCTBYIOIIYIO SIYEUKY BOCIIPOU3BOIUTCS 3aIIMCAHHBIN 3BYK.

Cy11ecTBYIOT TakKe€ BBICOKOTEXHOJIOTMYHBIE U MHOTO(QYHKIIMOHAJIbHBIE CPEJICTBA AJIsl OOILEHUS,
KOTOpbIE MOKHO YCTaHOBUTh, Hampumep, Ha cMapTdoH. Hexoropsie mporpaMMbl IOMOTAIOT
HaleyvaTaTh TEKCT U MpeoOpa3yroT ero B roJIoCOBOE COOOIIEHUE, YTO MOXKHO MCIOIB30BATh NS
oOmienus mo tenedony. B apyrux mporpamMmax, Ha000pOT, MOKHO HaOpaTh TEKCT € MOMOLIBIO
roJjoca.

[Ipu yTpare CHOCOOHOCTH TOBOPUTH W JABHraThb pPYKaMHd MOXXHO BOCIOJIb30BATHCS
npucrocobaeHneM, paboTa KOTOPOro OCHOBAaHA HA CIIEKEHUH CHENUAIBHON KaMepoii 3a 3paukoM
U peaklMel Ha Moprasue (ail-Tpexep).

IMpopunakruka

He cymectByer metonoB npodunaktuku BAC.

IMaaauaTuBHAas NOMOIIL

MeToapl M TPUHLUIBI MANTMATUBHOM MOMOIIM MOTYT M JOJDKHBI OBITh pealn30BaHbl KakK B
OOJIbHUIIAX M XOCIHCAX, TaK U B aMOYJIATOPHBIX YCJIOBHSX, U Ha JOMY OOJIBHOTO. XOCHHUCHAs
MOMOIIIb TOCTYITHA B OCHOBHOM IallME€HTaM C OHKOJIOTHYECKUMU 3a00JI€BaHUSIMH, B TO BPEMs KaKk
BO BCEM MHpPE B XOCIHCaX HaxXOMASTCS MAIMEHTHI, CTPaJaloIIue JIIOOBIMA CMEpPTEIbHBIMU
Hexyramu, B ToMm uncie BAC. Kpaiine Hu3kas 1oCTymHOCTh B XOCHUCHOU oMoty 00ibHbIM BAC
— OJIHA W3 3HAYHUTEIIHHBIX TIPOOJIEM, C KOTOPOU CTAIKUBAIOTCS M MAIMEHTHI, U UX POACTBCHHUKH,
U CIEIUaIUCThI, paboTatomue ¢ 6oapHbIMU BAC.

Opranuzanys nautiaTuBHON momomu 60mbHEIM BAC nmeetr cBom 0COOEHHOCTH, YTO OTPAKEHO
B MEXAYHApOJIHBIX peKOMeHAauusax. Tak, B HacTosIlee BpeMs ONTHUMAaIbHBIM pELICHUEM s
okazaHust oMoy namuentam ¢ BAC cunraercs co3nanue MyIbTHIUCIATUTMHAPHON KOMaH/IbI,
Tak HaszbiBaeMoil ALS team (Amyotrophic lateral sclerosis team), Bktouaromel pasJIndHbBIX
MEIUIIUHCKUX CIIEUAIMCTOB, B TOM YHWCJIEe Bpaya MAJUTMATUBHOW TIOMOIIM W CIICIHAIUCTOB
CMEXHBIX oOjacTell (IICHMXOJIOTOB, COLMAIBHBIX PAaOOTHUKOB U Ap.) [5]. OTa pexomeHnmanus
MOJTBEPKIAETCS PE3yJIbTaTaMU MPOCHEKTHBHOTO HCCIIENOBAHMSA, MMOKA3aBIIETO 3HAYMTEIHHOE
yIay4llleHue KadecTBa JKuM3HM OosbHbIX BAC, HaOmonaBHIMXCS MYJIbTUAMCHUIUIMHAPHON
KOMaHJOW Bpadeidd, MO CPaBHEHUIO C OOJNBHBIMH, TOJIYYAaBIIMMH CTAaHAAPTHYIO IMOMOIIb OT
YYaCTKOBBIX CIELUAIUCTOB [6].

Okazanue mnomomu OonmbHOMY BAC He J0MKHO YIIEMIISATh €ro YyBCTBO COOCTBEHHOTO
JIOCTOMHCTBA, OHO JIOJKHO OBITh OCHOBAHO Ha MPEACTaBIEHUU 00 aBTOHOMHOCTH MallMeHTa Kak
JIMYHOCTH, YTO OYCHb BAXXKHO JJIA ITIOBBIIIICHHA Ka4C€CTBA XHU3HU ITallKICHTA. 9T0 3Ha4YUT, 4YTO Ha
BCEX JTamax OOJe3HH, BKIOYas TEPMUHAIBHYIO CTaJUIO, KJIIOUEBBIM MOMEHTOM SBIISETCS
OTHOIIEHHE OOJILHOTO K TeUEHHIO cBoel Oone3nu. Bee Bonmpock! o koHTposto cumntomoB BAC,
a TaKk)Ke COIMAJIbHO-ObITOBBIE POOIEMbI JOJDKHBI Pa3peniaThesi C yueTOM MHEHHUS NalUeHTa.

JlanHas pekomMeHAaus He TPOTUBOPEUYUT yTBEPKAeHHI0 BO3 0 3HAUUTENBHBIX Pa3IudMsIX B TOM,
«HACKOJIbKO OXOTHO TMAalMEHTHl TOTOBBI OOCYXJaThb CBO€ 3a00J€BaHME WM €ro IpOTHO3,
HACKOJIbKO OHM B COCTOSTHUM OCO3HaBaTh M BBICKA3bIBaTh CBOU NMOTPEOHOCTH, KaKOW YpOBEHb
KOHTPOJIA CHUMITOMATHUKU U IMPOBEACHUE KAKMX MEIULUHCKUX BMEIIATEIbCTB OHU CYUTAIOT
JOITYCTHUMBIM, a TaK’K€ KOTO OHU XOTeNu Obl BUJETh B KAUE€CTBE JIMII, OCYIIECTBISIOMIUX YXO»

13].
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BAC — HeykJIOHHO Tporpeccupyroliee 3a00JeBaHUE; HA OMPEICICHHOM JTare €ro pa3BUTHUs
HEOOpaTHMO CTpajaeT HE TOJBKO JBHTareibHas (YHKIHSI, HO M peYb, YTO 3HAYUTEIHHO
OCIIO)KHSIET KOMMYHHUKAIIHIO C OOJIbHBIM.

B cBs3u ¢ aTuM 115 obGecrieueHuss Ka4eCTBEHHOW NMaJTHATUBHONW MOMOIIM HEOOXOAUMO paHHEe
UH(OPMHUPOBAHUE MAITUEHTA O PUPOoIe 00JIe3HU, 0COOCHHOCTSX €€ TeUeHUs U porHose. Toibko
B Clly4yae paHHEro MH(GOPMHUPOBAHUS MAIIMEHT CMOXKET CBOEBPEMEHHO BBICKAa3aTh CBOE MHEHHE
OTHOCHUTEIIEHO 00heMa U KaueCTBa OKA3bIBAEMON €My U ero ceMbe oMoIu. CieayeT TOMHHUTH O
TOM, YTO B COOTBETCTBHHM C MHPOBBIMU PEKOMEHIAIUSMU HH(GOPMUPOBAHUE JOJIKHO OBITH
OCYIIECTBIIEHO TOJIBKO MPHU COTJIACUM MAI[UEHTA U MOXKET OBITh MPOBECHO BOIPEKU HEXKEIAHUIO
POJICTBEHHUKOB O0JIbHOTO [7, 8].

Takum 00pa3oM, BaKHEHIIMMH NPUHIUIAMU OKa3aHWs NauIMaTHBHOM momoum npu BAC
ABIIAIOTCS HE3aBUCUMOCTh IIAlIMEHTa, HMEIOUIas IEPBOCTENEHHYIO 3HA4MMOCTb, W €ro
UH(POPMHPOBAHHOCTb.

B Mupe He cyimiecTByeT eauHON Mojenu opranusanuu noMouy namueHtam ¢ BAC. Opnako
MO>XHO OTMETHTh, YTO OCHOBHOM O0OBEM IOMOIIM MPUXOAUTCS Ha amMOyJaTOpPHOE 3BEHO,
BKIIfOUarolee paboTy YYacTKOBBIX Bpadeil, cmemuanuctoB u3 «ALS team» wim
MYJIbTHMCIUIUIMHAPHBIX IEHTPOB nomMoty nanueHTam ¢ BAC, Bpaueit najuinaTuBHON MTOMOIIIH,
pecUpaTOpHbIC IEHTPHI U XOCIHUCHI [9].

OCHOBHBIMU TIENISIMH KJIMHHIIUCTA TP OKa3aHUHM momon 0oibHOMY BAC HOmKHBI OBITH
3¢ PeKTUBHBIA KOHTPOJIb 32 BBIPAKEHHOCTHIO OTEIBHBIX CHMITOMOB OOJE3HH M YIydIlIeHHE
Ka4yeCcTBa XM3HU MMalieHTa.

BAC conpoBoxaeTcsi pa3HOOOpa3HBIMHU, TOPOW MyYUTEIbHBIMU CUMIITOMAaMU. K 4UCITy TAKOBBIX
OTHOCATCS (aCUMKYIALMA W KpPaMIH, CHACTUYHOCTh, OOJEBOH CHHIPOM, JIempeccus |
SMOLIMOHAJIbHAS JTAOUIIBHOCTb, TTAPE3bl (B TOM YHCIIE MEPOHEATbHbBIC TApe3bl U SKBHHOBAPYCHAs
nedopMalrusi CTOI, a TaKXKe MMape3 pa3rudarerneil mew), HapyIICHHE XOIbOBI, CIFOHOTCUCHHE,
MOKpOTa, aucarus, JAbIXaTelibHbIe HapyImeHHus (OJbIIIKA, CHHAPOM OOCTPYKTHBHOT'O allHO? BO
CHE), CIIOKHOCTU B KOMMYHUKauuH [15].

ONUAEeMUOIOTUUECKHUE UCCIIEA0BaHUS MMOKa3alu, YTO MHOTHE U3 3TUX CUMIITOMOB Pa3BUBAIOTCS U
Ha TEPMUHAIBHON cTaguu Jpyrux 3aboneBanui [16]. BoiablMHCTBO HCCIEIOBAaHUH,
OMHCHIBAIOIIUX  CIMOCOOBI KOPPEKIMHM JAaHHBIX CHUMIITOMOB, KacaloTcs OOJBHBIX  CO
3JIOKQYE€CTBEHHBIMH HOBOOOpa3zoBaHMsIMHU. KpYIHBIX HCCIEIOBAaHUN 1O CHMIITOMAaTUYECKON
tepanuu BAC 10 HacTosIero BpeMeH! MPaKTHYECKH HE MPOBOAMIOCH, TO3TOMY KIMHUYECKUE
PEKOMEHIalluM TIPEUMYIIECTBEHHO OCHOBAaHbI HAa MHEHMSIX OHKCIEPTOB M JIOKa3aTelIbCTBaX
3¢ (HeKTUBHOCTH/OE30MaCHOCTH TEX MIIM MHBIX TIOJIX0JI0B, ONMCAHHBIX MPHU APYTUX 3a00ICBaHHSIX.

[Toucku > dexTuBHON HEMponpoTeKkTUBHON Tepanuu pu BAC nmpomomkarTcsi, OHU OCHOBAHbI
Ha TIPEICTABJICHUAX O €€ BO3MOXHOW S(D(PEKTUBHOCTH Ha JATEHTHOM M paHHEH CTaausix
3abomneBanus [32].

Opranusanusi okazaHusi MeJUIUHCKON MOMOIIHA

Pexomennyercss npouH(popMHpOBaTh TepamneBTa M Bpaya MaUIMATUBHON MOMOIIM IO
MECTY KHUTeNbCTBa, Bpaya JIOK npu nmocranoBke nuarnoza bAC, Tak kak HaOmoAeHNE
MYJIbTUANCIUITIMHAPHON KOMaH0 YMEHBIIAET KOJIMYECTBO OCJIOKHEHUH, YBEITMUNBAET
2B | 1pOoAOHKUTEIBHOCTD KU3HU U YIIydlllaeT KauyecTBo ku3HH [13]. B Teuenue tpex Henens
OT IIOCTAaHOBKH JIMAarHO3a 0JbKHA ObITh poBesieHa BK 1o mocranoBke nareHTa Ha y4eT
y Bpaya MaJUIMaTUBHON IMOMOIIM, OJHAKO MAlMEHT JO0JDKEH HMETh JOCTYN KO BCEM
OCTaJIbHBIM BHJaM CIIENUAIN3UPOBAHHON MEIUIIMHCKON OMOIIM IO TOKA3aHUSIM.

[Tocne mocranoBku nuarHo3a BAC manueHT MOJDKeH HaXOIUTHCS TMOJI HaOJIOJEHHWEM Bpada-
HEBPOJIOTa, Bpadya-TepaneBTa U Bpada MaJUTHATUBHOM MOMOIIM, KOTOPHIE MPOLUTH 00YYeHHE TIO
BeneHnto manueHToB ¢ BAC. ¥V manuenTta gomkeH ObITh TOCTYN K MEIUIIMHCKON cecTpe, Bpady
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JI®K, Bpauy, o0Oy4eHHOMY OIICHKE pECHHpPATOpPHbIX (YHKIMA W  HCHOIb30BAHUIO
BCIIOMOTaTeIbHONW BEHTWIALUU JIETKUX, JIOTONEIY, IICUXO0JIOTY, COLMANbHOMY pabOTHUKY. OTH
CHEIHUAIIMCTBl JOJDKHBI MMETh BO3MOXHOCTh OOMEHa WHQOpMAIMe Mexay co0oi uist
COBMECTHOTO C ITALIMEHTOM H €r0 CEMbEM NPUHATHUS PELIEHUI O IPOBOAMMOM TEPAIUU.

Pexomennyercs anmurenbHOe HAOIIOCHUE JIeYaliM BpauyoM (HEBPOJIOTOM) MPH yYaCTHH
BBINIETICPEUNCIICHHBIX CIEIUAINCTOB 32 COCTOSIHUEM TalnueHTa Kaxsle 3 mecsa. Ha 3
cTaauy OOJIC3HH MAlMEHT JOJDKEH OBITh IIOCTABJICH HA YYET B BBIC3IHYIO NAJUINATHBHYIO
3C | cmyx0y B cocraBe: Bpay MaUIMATHBHON IOMOIIH, HEBPOJIOT, TEPAINEBT, pEaHMMAaTOJIOT,
MICHXOJIOT, ITyJAbMOHOJIOT, COLMAJbHBIA pabOTHUK (nmpwiokeHne b) m moxer OBITH
nepeaaH moj ee HabmoaeHue Ha 4 ctanuu 3aboneBanus. Pekomenayercss HaOmoneHne
NaJUTMaTHBHOM Opuramoin He pexe 1 paza B mecs [ 13].

[MTanpent ¢ BAC nomkeH uUMETh JOCTYN K IUIAHOBOM TOCHUTAIM3AIMU B OTHEJICHUE
MHOTOIPO(HUIBLHOTO CTAIlMOHAPA, B TAJUIMATUBHOE OT/CIICHHUE, & TAK)KE B XOCITHC.

PekoMeHayercss TmiaHOBas TOCHHTANU3AlMs B  OTICIICHHE MHOTONPO(HILHOTO
CTallOHAapa B CIEAYIOIINX CUTYalUsX:

" JHArHOCTHYECKHI MMONCK;

" YCTaHOBKA 3HJOCKOMHUYECKOI racCTPOCTOMBI,

4C | = moabop mapaMeTpoB BEHTUIISAIUH JETKUX (BO3MOKHO BBITIOJIHUTH TAKXKE B JJOMAIITHUX
YCIOBUSIX);

" JUIAHOBAasl YCTAaHOBKA TPAXEOCTOMBI;

* [oAOOp CUMOTOMATHYECKOW Tepanuu Mnpu Hed((HEKTUBHOCTU TEpalUH BO3MOXKEH B
aMOyJIaTOPHBIX YCIOBUSIX.

PekoMeHnyercsi miaHOBasi TOCIUTANIM3ANNS B MAJUTMATHBHOE OT/ACICHUE U B XOCIHC B
cnenyromux cutyauusx [40]:

= cnabocTh apixarensHoi MyckynaTypsl (QKEJI <50 %, ucnons3oBanue

" BCIOMOTaTeIbHON BEHTWISIIINU, KIMHUYECKHUE MTPOSBICHUS OJIBIIIKH);

" BBIPAXCHHOE HAPYIIICHUE TII0TAHUS;

4C | = ObICTpOE IpOrpeccupoBaHue 3a00JIEBaHNUS;

* Heah(HEKTUBHOCTH KOHTPOJISI CHMIITOMOB Ha JIF000M cTaanuu 3a001€BaHus;

" CcolUalbHbIC OKA3aHUS;

" TepMUHAJIbHAS CTaausl 3a00JICBaHHS, B TOM YHCIE, NPH OTKAa3e OT BEHTHIISAIINU,
pedpaKkTepHBIX CUMIITOMAX OJBIIMIKH M JbIXaTelIbHBIX HAPYIIEHUI pelieHre BOmpoca O
NaJJIMAaTUBHOM CeIaIliu.

KpuTepuu ouieHKkr Ka4ecTBA MeAMIIMHCKOM MOMOLIHA

OcHoBoOM KauecTBeHHOUW momomu OonbHBIM BAC sBhsieTcs peryispHoe HaOMIOJEHHE CO
BCECTOPOHHEW OIICHKOW COCTOSHUS MAIMEHTa W COBMECTHOE C TAIlMeHTOM M €ro ceMbei
IJIAaHUPOBAHUC MPEACTOAINMUX BMEIIATCIILCTB, Ha3sHaYeHUU U mnmpoucayp. ILJ'IS[ OLCHKU KadyeCTBa
OKa3aHUs TOMOIIY TMPOBOJUTCS aHAIU3 MEIUIMHCKON JOKYMEHTAllMH ¢ (PUKCUPOBAHUEM
KpaTHOCTH OCHOBHBIX IIOKa3aTeJIed U COIMOCTaBIICHUEM DTOHU KpaTHOCTH C HCJICBbIMH 3HAYCHUAMM.

Ne Kpurepun xkavecra KparHocTp Y
1 OO6cyxieHre AMarHos3a U OTpaXxeHHe B IIpu nocranoBke la
MEIULUHCKON TOKYMEHTAllUH JINarHo3a
) Brinonnena snekTponeiipoMuorpadus IIpu nocranoBke 22
(cTUMYJIALIMOHHAS M UTOJIbYATasl) JIMarHos3a

Brimonaneno MPT rososBHOro Mo3ra v CHMHHOTO
3 | Mo3ra ¢ 1enbio npoBeacHus TuddepeHIIHaTEHOTO
IUardo3a

IIpu mocTanoBKe
P C4
aUarHosa
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[TpoBenensl 00cne0BaHNs, YKa3aHHBIC B pa3zierne

IIpu nocranoBke

4 C4
«o0s13arenbHas 1abopaTopHasi IMarHOCTUKA» JIMarHosa
IIposenenue BK no nmocraHoBKke ManiMeHTa HAa y4eT
. OpnHOKpaTHO IpU
5 | y Bpaua nayuiMaTUBHOM IMOMOIIYU B T€UEHHUE 3X B2
MIOCTaHOBKE JUArHo3a
HeZIelb oCcIIe OCTAaHOBKH IMarHo3a
KoHncunmnym ¢ yuactueM HeBpoJjora, TeparneBTa,
Bpaua NaJyIMaTUBHOM oMoy, Bpaya JIOK no
ONpeJIeJICHUIO TAKTUKY BeJleHus nanuenta. Ha 3-4-
6. 1 pa3 B 6 MecsLeB C4
i craguu 3a00JI€BaHUs U IPH HAPYILICHUH
JBUTaTeNbHON ()YHKIMHU MPOBEICHHUE BHIC3THON
BpayeOHOW KOMHCCUHI
7 | Ha3nauenue komiuiekca ynpaxxuenuit JIOK 1 pa3 B 6 mecsiieB C3
Haznauens! 6eH3onnazenusl (penapaT nepBoi
g JUHUM - JIOpa3enam) MpH JJapuHrocnasmMax u [Ipy BOSHUKHOBEHUH c3
MpHUCTyNax yayllibs, B TOM YHUCIIE, IPU CUMITOMAaTUKH
HE00XO0AUMOCTH, MPO(YUITAKTHYECKH,
Hasnauen mopduH mapeHTepaibHo ¢ 10361 10 Mr B
CYTKH C TIOCIIEAYIOLIEH TUTpAIMell 103 COrIacHO
t yeo P . [Tpy BOSHUKHOBEHHUH
9 | UMEIoUIMMCS pEKOMEHAALMSIM T10 MaJUTHaTUBHON C4
. CUMITOMATUKH
MTOMOIIH MPU HATUYUH CUMIITOMOB ITOCTOSIHHOM
OJIBIIIKH C LENbI0 KYITUPOBAHMUS.
Ha3nauenue HyTpMIIMOHHOM MOAAECP/KKHU U OLIEHKA
10 . P 1 pa3 B 3 mecsia C4
HapyLIEHUN TIIOTaHUS
VYcTaHOBKa 3HI0CKONUYECKOM racCTPOCTOMBI IIPU
11 . P P OnHoOKpaTHO C4
HaJIMYUU TIOKa3aHUil:
OrneHka BbIpaXKEHHOCTH 00JIEBOrO CUHAPOMA 10
12 | BAIII, Ha3Ha4yeHus1 IO KOPPEKIMU OOJIEBOTO 1 pa3 B 3 mecsna C3
CHUHApOMa
OneHka 1 KOppeKIusi CAMIITOMOB: CIIACTUYHOCTh
13 PP ’ 1 pa3 B 3 mecsna C3

CJIIOHOTCUCHUC, NCTIPECCHA U TPEBOra, 3al10Phbl
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IMpuioxenus

AJITOPUTMBI 1eHCTBUH Bpaya
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AJITOPUTM HYTPHIIHOHHOM MOAAEPKKH

HapyweHWA rNoTaHWA ¥

CEPMHHUHT kaxgme 3
MECALS, NPEOoCTEENEHHE
MNEeYaTHLE METERHENCE No

KOPEEKLHN HEPVILEHHA
OsneaHuA W 43T

SoneHoro BAC
as
L 4
HET
MNeuaTHee MBTEDUEN:,
CHMNMHHMCECE NMTAHWE,
WHpopMUpoEaHHE O Y30
» CUEHER BYHELMKH
HET EHEILHEND M3 HWR
ns kaxawe 3 mecAauya: HESN
=80
N
MNporpeccupoeEaHWE
CHMTOMOE, NOTEPA MACCH HET
TENS
L 4
na Pewenwe ecnpoca o
» WEr
J ! v
HEN=50 % 20 Ww<HEN<E0 % WEN=30 %

Huzkwi puck

CREOHWA pUCK

ELICORMHA DUCK

-

¥

Cornacuwe nayueHTa

aa

HET

YoTanoeka Y3T

h 4

w

CUNNUHMCECE NUTEHHE,
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NAUMEHTOM TAKTHEN BEOEHHA
3) oueHKa NoKAZAHWA & OREATENLH0H 1
HYTRHLEOHHON NOLAAp#HE
4} HENDAENEHWE K CNELMANHCTEM

AJTOpPUTM KypauuM NanueHTa

Maumedt ¢ BAD
Cragma NOCTAROBKN
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h

Bpad NDK, dasmecsunid TepanaaT,
JproTepaneaT;
AIANTALMA KRAGTARS, CHME MBI,
TONYE, NOB0EIHIEHER X THEHOCTE

1 pas B 3 MacaUE

MauuanT ¢ BAC
12 CTagmm

B AOTCA M, Hy TRALAGTiar
KOPDEKLMA HEYUEHER TAOTEHIR,
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MeHEnar, CouMantHbi paioTHAK
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POrona Ky TRMUMONDT

COUMANEHEE DAGOTHHE
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Bpad NbK, duamecsmn TapanasT,
APrOTEpANEaT
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TOMYE, NOBOENHESAHER X THEHOCTE

Bgdu NOrGnen, Wy TpUManGn
KOPERKLMA HEPYUWEHWE FAOTAHAAR,
NOMSALE B KOMMYHARELAA

Merasnar, CouMantHbi paiaTrHe

VETAHORKE FACTROCTOME NEA SOTNACHA
FRALMEHTE

Bpad pecnipaTopmoE monnegmee,
BipgHWE NaumesTa Ha HABNMBN




HIxanbl OLEHKH, BOIIPOCHUKHU U IPYIU€ OCHOYHBIC HHCTPYMEHTbLI

IIxana pyHkunoHaabHoro cocrossuus ALSFRS-R
(Amyotrophic Lateral Sclerosis Functional Rating Scale — Revised)

1. PEYD

HopmanbHas

3aMeTHOE HapylleHHe peyeBor (QYHKIIUU

BHsATHA IpU IOBTOPEHUU

Peub coueraercs ¢ HeBep6aJ'II>HbIM O6H.I€HI/IGM

O INW|l~

YTpata npuemiemMoil pyHKIuu

2. CJIOHOTEYEHHE

HopmanbHoe

He60:1b111011, HO OLTYTUMBIN U30BITOK CIIOHBI BO PTY, MOXKET IIPUCYTCTBOBATH HOYHOE
CIIFOHOTEYEHHE

yMepeHHBII‘/JI HU30BITOK CJIFOHbI, MUHUMAJIBbHOC CIIOHOTCUYCHUC

BbIpaskeHHBIN H30bITOK CIIOHBI, YMEPEHHOE CIIIOHOTEUEHHE

O N W (b~

BBIpa)KeHHOC CJIFIOHOTCUYCHHUC

3. TVIOTAHHUE

HopmanbHoe

MuHuManbHbIE HapylmCcHUA — PCAKOC ITOIICPXMUBAHUC

HOTpe6HOCTb B UIBMCHCHHUHU KOHCHUCTCHIIMHU ITUIITN

Hy‘)KIlaeTCSI B IICPUOJUYICCKOM 30HAOBOM IMMUTAHUHN, I'ACTPOCTOMUHU

O INW|l>~

[IuTanue TOJILKO 4Ccpe3 raCTpoCcToMy

4. IOYEPK

HopmanbHblii

MemieHHbIH Ui COMBYMBLIM, HO BCE CJI0BA YUTAEMBI

He Bce ciioBa unTaeMbl

MoxeT yaepKH1BaTh pyuKy, HO HE MOXKET IUcaTh

O INWi>~

He mMoxeT nepxaTtph pyuKy

I'acTrpocroma Ja Her

Sa. CHOCOBHOCTD PE3ATDH IUIILY U MMOJb30BATHCA MOCYA0M

HopmansHnas

BrinosHseT MeaJIeHHO U HCJIOBKO, HO CaMOCTOATCIIbHO

Moxxet pas3pe3aTtb OOJIBIIIMHCTBO BUJOB MU MCAJICHHO U HCJIOBKO, HHOT' 1A Tpe6yeTc;1
ITOMOIIb

HI/II_I_Iy PEKET NOCTOPOHHEC JIUIIO, 0OJIbHOM MCIJICHHO €CT CaM

O N Wb

bOJIBHOTO KOPMUT OCTOPOHHEE JINLIO
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56. CHOCOBHOCTD PE3ATH ITAINY U ITOJIb30BATBCS HOCYJA0H C
I'ACTPOCTOMOU

Hopma

BrimoHser MCIJICHHO W HCJIOBKO, HO ITIOJIHOCTBIO CAMOCTOATCIILHO

Tpe6yeTc;1 OIpcAC/ICHHAA ITOMOIIb C KJIAITAaHOM W KPCIIJICHUAMU

MUHUMaJIBHO TOMOTAET YXaKUBAIOLIEMY

O, NWi~

[loHas 3aBUCUMOCTD

6. ONJEBAHUE U TUT'UEHA

Hopma

BrimonHser CaMOCTOATCIIbBHO, HO C YCHUJIMCM HJIM HCAOCTATOYHO KAa4YCCTBCHHO

HepnozmquKH IMOJIB3YCTCA HOCTOpOHHefI IMNOMOIIBIO MJIK APYTUMHU METOJaMU

Hy»xnaercs B HOCTOPOHHEH TOMOIIHN

O, INW| &~

[lonHas 3aBUCUMOCTD

7. HOBOPOTBHI B IIOCTEJIN

Hopwma

BrimonHser MCIJICHHO U HEJIOBKO, HO CaMOCTOATCIbHO

MosxeT IMOBOPAYUBATHCA UJIN ITOIIPABUTH ITOCTCIIbHBIC ITPUHAJICKHOCTU CaMOCTOATCIIbHO,

HO C OOJIBIIUM YCUIIUEM

Hauunaet ﬂeﬁCTBHC, HO HC MOJKCT 3aBCPILIUTL ITIOBOPOT B ITOCTCIIU HUIIN HCﬁCTBHH C
[MOCTCJIbHBIMU IMPUHAJICIKHOCTAMU

[lo1HOCTBHIO 3aBUCUM

8. XOJbBA

Hopwma

HauanbpHble 3aTpyIHEHUS IPU XOAb0€

XOAUT € MOJJIEPKKOU

JIBr>KeHUs B HOTaX €CTh, HO XOJIb0a HEBO3MOXKHA

O INW|l~

OTcyTCTBy'IOT L CJICHAIIPABJICHHBIC IBUKCHHA HOT'

9. HOABEM 11O JIECTHHUILE

Hopma

SaMeeH

JIérkue maTkoCcTh WM YTOMIICHHE

Hy>xaercst B 1OCTOPOHHEN IOMOITN

O INW|lA~

He MoxeT mogHuMaThCs

10. OJBIIIKA

Het oapimkun

Opplka npu xoap0e

OI[LIIJ_IKa Ipu e1¢, OACBAHNHN, THTUCHUYCCKUX IPOUCAYypax

Om;mma B ITOKOE€, B ITOJIOXKCHHNMU JICKA UJIU CUOSA

O INWib>

CCpL63HBIC 3aTPYAHCHUSA paCCMOTPCHUC BO3MOXKHOCTHU MEXaHUYECKON BEHTHUJISIIUHN
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11. OPTOIIHO2

Her

Ectp u3-3a OJBIIIKHK BO BPCMA CHA, HO PCIYJIIPHO HC MOAKJIAAbIBACT IBC NOAYIIKH

[ToaknaapiBaeT OoJiee IBYX MOYIIEK BO BpEMs CHa

Mo2KeT craTh TOJILKO CHIS

O, NWi~

He MmoxeT criath

12. ABIXATEJBbHASA HEJOCTATOYHOCTb

Her

BpeMst 0T BpeMeHH MOJIb3YETCs anapaToM HEMHBa3UBHOM BeHTHIIsAIMH Jerkux (BIPAP)

[TocTostHHO mob3yeTcst BIPAP Bo Bpemst cHa

[ToctosiHHO nonb3yercst BIPAP Bo Bpemst cHa u 1HeM

O INW|b>

lnBa3uBHAas HICKYCCTBEHHAs! BEHTWIIALMS (MHTYOAIMS WK TPaxeoCcToMa)

Cymma:
HNurepnperanus:

BeposiTHOCTh 9-MecsiYHOIl BBIKHBAEMOCTH C MOC/eAYIOLIelH OLEHKOH Heo0XoAuMoCTH
OCYLIeCTBJICHHUS AbIXaTeJbHOH WM HYTPUTHBHON MOJIEPKKH, INIAHNPOBAHUSI OKOHYAHUS

JKM3HH:
Bbanabl BeposiTHOCTH 9-MecsiYHOI BBLKHBAEMOCTH

<MmeHee 15 0amioB < 25%
16 - 20 6amnoB ~25-40%
21-25 ~40 - 60%
26 - 30 ~60-70%
31-35 ~70-80%
36 - 40 ~80-90%

> 41 > 90%

IlIxkana EAT10
MManuent (PHUO)

JlaTa 3anoJiHeHus

OI_ICHI/ITe ot 0 a0 4, B KaKOH CTEIIEHU Bbl UCIIBITHIBACTE cireayromue HpO6JIeMBI

0 4
npoodeMbl 1 2 3 cepbe3Hasi
HeT npoodJjema

HapymeHHe TJIOTAHUC TTPUBCIIO K MMOTCPE
BECa

38.prI[HCHI/IH IIpU TJIOTAHUH MCIIAOT MHEC
IMPUHKUMATh NIy B O6HI€CTB€HHI)IX MeECTax

[TpornareiBaHKE )XUKOCTH TpeOyeT
JIOTIOJTHUTEJBHBIX YCHIINN

[TpornareiBanue TBepAOH MU TpeOyeT
JIOTIOJTHUTEJIBHBIX YCHIINN

[IpornaTeiBanue TabIETOK TPEOYET
JIOTIOTHUTEIIBHBIX YCHIIUN

I'noranue npuuuHseT 00Jb

S He IoJryqyaro mpexKHCro yaoBOJIbCTBUA OT
CbI B CBA3H C HAPYUICHUECM TI'JIOTaAHUA

HpI/I TJIOTAHWHW THIIA 3aCTPCBACT B I'OPJIC
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S kanuisito Bo Bpemsi €J1bl

['moranue BBI3BIBAET CTpPECC

HIkana ogpimku bopra

10 MaxkcumanpHas
9 OueHb, OYCHB TSKEas
8
7 Ouens THKETAA
6
5 Tsoxenas
4 Heckonbko Tsoxenas
3 YMmepennas
2 Jlerkas
1 OueHb nerkas
0 Her oaplmku
IxkaJja oneHnku 0011
Hymeponorvyeckana oueHo4Hasn WKana
HeT
Gonmn | | Heecrepnuman
bone
[ I | | | | I | | |
0 1 2 3 4 5/6 7 8 9 10
BM3YaNbHO — aHaNorogan WKana
Het HecTepnmman
Ganwu : : Gone
o T 3
o) 009) o 8
—r —r [ /}-(\
. - 7N
0 1 3 4 5
He 6onut Enea YyTe-4yTbe YMEpEeHHO QO4eHe HeBbIHOCUMO
60NLHO 60NLHO 60NLHO 60NLHO 60NLHO

IIxana cragupoBanus 3adosieBanus Koposesckoro Kosienxa B Jlongone
Cragus 1 - BoBiI€4EHHE OTHOTO YPOBHSI IMPAMHUIHOTO TPAKTa;

Cranus 2 - BOBJIEUEHHE IBYX YPOBHEHN MUPAMUJAHOTO TPAKTa;
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Cragus 3 - BOBJIEUEHHE TPEX YPOBHEW MUPAMHUIHOTO TPAKTA;
Cranus 4a - Hanmune mokazaHuit K racTpocTOMeE (BHE 3aBUCUMOCTH OT HAJIMYUSI TACTPOCTOMBI);

Cragus 40 - HaIMYWE MMOKA3aHWA K HEMHBA3MBHOW BEHTWIANUU (BHE 3aBUCUMOCTH OT HAIWYHS
BEHTHJISALIHH ).

I[JISI IIoACYECTa KOJIMYCCTBA BOBJICUYCHHBIX ypOBHGfI CJICAYCT OUCHUTb CUMIITOMBI IMTOPAXKCHUA TPEX
PETHOHOB (HaJM4Me€ KaKk MHMHMMYM OJHOIO M3 CHMIITOMOB YKa3blBa€T Ha BOBJICYCHUE
COOTBETCTBYIOILIETO YPOBHS)

Pykn — cmabocts, runotpoduu, n3MEHEHHE TOHYCA, TIOBBIIICHUE WK CHIKEHUE pedIeKcoB
Horu — cnabocts, runotpodun, N3MEHEHNE TOHYCA, MOBBIIIEHUE UITH CHIDKEHUE Pe(IIeKCOB

BynbOapHble HapylIeHUS — IU3apTPUs, CIFOHOTEYCHHE, TMIOTPOGUS SI3bIKaA, (PACIUKYISAIUH
MBI S3bIKa, TIOBBIIICHUE TTOI00POI0YHOTO pediekca

Takum 00pa3oM, MAIMEHT, Y KOTOPOTrO Ha JIF0OOW CTaauu 3a00JICBaHUs MOSBISIOTCS MTOKA3aHUS
JUISE YCTAaHOBKHM TacCTPOCTOMBI (CHUXKEeHHEe Macchl Tena Ha 10 % w/uiam HEBO3MOXKHOCTH
MIOJTHOIICHHO HAaKOPMHUTh 4epe3 POT) WM TOKa3aHUs K BCIIOMOTaTEeNIbHOW BEHTWIISIIIUU JICTKUX
(OKEJ mmxe 50 % win XEJI Huxe 80 % B coueTtaHuu C CHUMITOMamMHM THUIOBEHTUJISLIUU:
OPTOITHO?, OJIBIIIIKA IIPH HArpy3Ke, W30BITOYHAS JHEBHAS COHIIMBOCTS), TICPEXOIUT Ha 4 CTaIUI0
3a00J1€BaHUA.
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