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Mnuoowcecmsennan cucmemnas ampogpus (MCA) — bvicmpo npoepeccupyroujee HelipooezeHepamusHoe 3a60iesanue, Xapax-
mepusyoujeecst HaIuduem 8e2emamusHol OUCHYHKYUU U 08ULAMETbHBIX HApYUeHUll. B OonbuuHcmee ciyuaes 0o 803HUKAE
YV 63POCIbIX U NPOABNIAEMCS CEOYIOUUMU KIUHUYECKUMU CUHOPOMAMU PATUYHOU BbIPANCEHHOCTU: NAPKUHCOHUZM, MO3ICEY~
KOBblE HAPYUICHUS], 8e2emamusHas HeOOCMAmoYHOCMb, YPOLCHUMANbHASL OUCQYHKYUS U KOPMUKOCRUHALbHBLE HAPYULCHUSL.
Tpyonocmu ouaenocmuxu u aeverusi MCA 60 MHO20M C8A3aHbI ¢ HENOIHBLIM NOHUMAHUEM NamozeHe3a 3abonesanus. B smom
0630pe 060b6wames cospementivie JUMepamypHvle Oanuble 00 IMUOLOSULECKUX (8 M. Y. 2eHeMUYeCKUX) Gakmopax pucka,
namoeenese, KIuHuke, ouazsHocmuke, ouggepenyuanbHol OuazHOCmuKe U 1e4eHuUU MHONCECINBEHHOU CUCMEMHOU ampoguu.
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Multiple systemic atrophy (MSA) is a rapidly progressive neurodegenerative disease characterized by the presence of autonomic
dysfunction and movement disorders. It occurs in adults in most cases and is manifested by various clinical syndromes with
varying degrees of severity, such as parkinsonism, cerebellar dysfunction, autonomic insufficiency, and urogenital and
corticospinal dysfunction. Difficulties in diagnosis and treatment are largely due to incomplete understanding of pathogenesis.
This review summarizes current literature on etiological, including genetic, risk factors, pathogenesis, clinical presentation,
diagnosis, differential diagnosis, and treatment options for MSA.
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MuoxecTBeHHast cuctemMHas arpodus (MCA) — mpo-
rpeccupyiolee HelpojereHepaTuBHOe 3a0oJieBaHHE, KIIU-
HUYECKH MPOSBJIAIOIIEECS BEreTaTUBHON HEI0CTATOYHO-
CTBIO, MAPKUHCOHU3MOM M MO3)KEYKOBBIM CHHJIPOMOM B pa3-
JUYHBIX COYETAHUSAX, @ TMCTOJOTMYECKH — TIIHAJIbHBIMU
LUTOIIa3MaTUYECKUMH BKIIIOUEHUSIMU U THOENbIO Helpo-
HOB MPEUMYIIECTBEHHO B CTPUATOHUTPATIBHON M OJIMBOIIOH-
Tonepedennapuoit cucremax [1, 2]. B mpommoM s Kim-
HUYECKHX M HCCIIEA0BATEIbCKUX IIeJIel ObLIU MPEII0KEeHBI
Habopbl muarHoctTudeckux kputepueB MCA [3, 4]. MCA
B OOJIBIINHCTBE CIIy4aeB — CHOpaJHYecKoe 3a0ojieBaHUE,
BO3HHKAIOII[EE BO B3POCIOM BO3pACTE M XapaKTepHU3YIOIIe-
ecsl CIeyIOIMMHU KIMHUYECKUMHU CHHIPOMaMH Pa3InIHOM
BBIPRKEHHOCTH: MAPKUHCOHU3M, MO3KEUKOBbBIC HAPYILICHHSI,
BEreTaTUBHAsl HEJOCTATOYHOCTh, YPOTCHUTANbHAS JIUC-
(hyHKIMS 1 KOPTUKOCIHUHAJIBHBIE HapymeHus [3, 5-7]. B 3a-
BUCHMOCTH OT MpeoOsaJalonuXx CHUMIITOMOB 3a00JIeBaHUS

MCA mnonpasaensitot Ha nBe popmbl: MCA ¢ mpeoOirananu-
eM nmapkuHconusMa (MCA-P) u MCA ¢ nmpeobnaganuemM Mo3-
»eukoBbIX pu3HakoB (MCA-C) [4].

Muposas snudemuono2us MHOICECMEEHHOU CUCTNEMHOU
ampoguu. 3aboneBaemocts MCA 0,6-3 Ha 100 000 geo-
Bek B roi. Haumuaercst 3a0oneBanne OOBIYHO HaA MIECTOM
NeCSITUIIETUN — CPEHUI BO3pacT ero jaedrora 56 + 9 ner.
OTHOCHUTEIbHAS YaCTOTA MOTOPHBIX TOATHIIOB Pa3/INYacT-
Cs B 3aBHCHMOCTH OT reorpapuIecKux W dTHHYECKHX pe-
ruoHoB: MCA-C npeob6nagaetr B BocTounom mosymapuw,
0OJIBIIIC BCTPEYACTCS CPEIU AMOHIECB, KOPEHIIEB 1 METHCOB
(70—-80%). MCA-P uwame nabmromaeTcs B 3amajgHOM IIO-
nymapuu, B nonyssiusax Esponsr u CeBepHoit AMepuKu
(67-84%). MCA 00ObI9HO cuuTaeTCsl penKuM 3a0oJIeBaHHU-
€M, HO MOKET COCTaBIATH A0 10% MammueHToB ¢ MapKUHCO-
HU3MOM. PacnipocTpaHeHue 10 MoJI0OBOMY MPU3HAKY OJMHA-
koBoe [8, 9].
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Kpumepuu MCA. IIna nuaraoctuku MCA onpenenstor
YeTHIpE YPOBHS JUATHOCTUYIECKOM TOCTOBEPHOCTH:

* maToMopdonornyecku yctaHoBiaeHHass MCA,

* KIMHWYECKH ycTaHoBieHHass MCA,

o knuHUYECKH BeposTHast MCA,

* BO3MOXHBIN TpoapoMasibaas MCA.

Kak # BO BTOPBIX KOHCEHCYCHBIX KPHUTEPHSX, MPEAIIO-
CBUIKH I KIHHHYecKoro nuar€o3a MCA nis Bcex ypoB-
HEll JOCTOBEpPHOCTH BKJIIOYAIOT IIOSIBICHHE CHMIITOMOB
mocie 30 et (TOCKONBKY HE CYLIECTBYET MOCMEPTHO MOA-
TBEPXACHHBIX cirydyaeB MCA c HadaJoM B TpeTbeM Jecs-
TWJICTUU WIIN paHee), OTPUIATSIbHBIA CEMEHHBIN TUArHo3,
aHaMHe3 U POrpecCcupyIoliee TeueHne 3a00neBanus.

Knuamaeckn ycranomenHas MCA ompenensieTcst Kak
KOMOWHAINS OCHOBHBIX KIIMHUYECKHUX MMPU3HAKOB, 110 Kpaii-
Hell Mepe IBYX HOAIEPKUBAIOIINX ABUTATEIBHBIX HIIH HEMO-
TOPHBIX MPU3HAKOB, 110 KpaliHEeW Mepe OJHOT0 MapKepa Mar-
HHUTHO-pe30HaHCcHOH Tomorpaduu (MPT) romoBaoro mo3sra,
ykaszpiBatorero Ha MCA, a Tak)ke OTCyTCTBHE KPUTEPHEB
uckoueHus (Tabdia. 1 u 3). Hannune XoTs ObI OTHOTO OCHOB-
HOTO MPU3HAKA — 3aTPyIHEHHOT'0 MOYECHCITYCKaHHUS C OCTa-
TOYHBIM 00BeMOM Tociie Modenciyckanusg (PVR) > 100 ma,
[103bIBAMU K MOYEHCITYCKAHHUIO UM HEMPOreHHOW OpTOCTa-
tudeckon runotensueit (HOI).

Jnsa nuarHOCTHKHM KIMHWUYECKH ycTaHoBileHHOH MCA
HeoOxoauMbl Mapkepel MPT Ton0OBHOTO MO3ra, KOTOpBIC
SIBISIOTCA CIeNU(DUYECKUMU, HO, KaK 1 OCHOBHBIE KIIMHUYE-
CKHe TIPU3HAKH, YaCTO MPOSBIISIOTCS Ha OoJiee MO3THUX CTa-
nusx 3aboneBanus. Ecnu KIMHWYECKHE KPUTEPUU KIUHU-
yecku ycraHoBieHHoH MCA cobmtonensl, Ho mapkep MPT
OTCYTCTBYET, y MAalMeHTa JOJDKEH OBITh JUArHOCTHPOBAH
knuaIgeckn BeposTHEIW MCA. Bruomapkepsl He ciemyer
WCTIOTB30BaTh ISl MMOATBEP)KICHUS THAarHO3a KIMHUYECKU
yctanoBieHHoit MCA B ciiy4asix, oTpunaTenbHbIX npu MPT
T'OJIOBHOTO MO3Ta.

Jwnarno3 xnuandeckn BepositHod MCA TpelyeT Kak
MHUHHMYM JIBYX OCHOBHBIX IIPH3HAKOB: BEr€TaTUBHON HEIO-
CTAaTOYHOCTH, MAPKUHCOHU3MA W MO3KECYKOBBIX HapyIICHUN
B JIFOOOM COUETAaHWH, BKIIOYasi MAPKUHCOHU3M B COYETaHUH
€ MO3)KEYKOBHIMU CHMIITOMAaMH 0€3 BEreTaTUBHON HEIOCTa-
To9HOCTH. OCHOBHBIC KIIMHUYECKHE IPU3HAKN KIMHIYIECKH
BepoaTHOro MCA Gonee 4yBCTBHTENBHBI M OOBIYHO IPO-
SIBJISIIOTCSA paHBIIE 10 CPaBHEHHUIO C OCHOBHBIMH IpH3HA-
KaM# KiIuHHYecku yctanoBieHHoW MCA. Ilpu coderanun
XO0Ts OBl C ONHHUM HOAACPKUBAIOIIMM MOTOPHBIM HIIU HE-
MOTOPHBIM KJIMHUYECKUM IMPHU3HAKOM, HCKITI0Uast SPEKTHIIb-
Hyto auchysknuio (3/]) u3-3a ee HU3KOH cenupUIHOCTH,
obecrieunBaeTcsi cOaJaHCHpPOBAHHAS UYYBCTBUTEIBHOCTH
U crenruUIHOCTh 3TOM KaTeropuu. Mapkepst MPT romoB-
HOTO MO3ra He TPeOYIOTCS ISl TUATHOCTHUKH KIMHUYECKU
BeposiTHOIt MCA.

Mosoceukosas amaxcusa. ATakcus TOXOAKH, Hanbomee
pacrpocTpaHeHHass Mo3kedkoBasi ocobeHHOocTh MCA-C,
YacTO COINPOBOXKAAETCS aTaKCHEW pedyr (MO3KEUKOBas IH-
3apTpHsl) M TJIA30ABUTATENBHON NHUCOYHKIHMEH MO3KedKa.
MoskeT HaOMI0IaThC aTaKCHUsI KOHEYHOCTEH, HO OHA OOBIYHO
MeHee BBIpaKeHa, YeM HapYIICHHS MOXOAKHU FIIH PeIu. XOTs
HHCTAarM, BBI3BAaHHBIA B3TJIAIOM, BCTPEYACTCS Y OOJNBIIMH-
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ctBa nanueaToB ¢ MCA-C Ha mo3aHe#t craauu, 6oyiee paH-
HUE TJIa30/IBUTATEIbHBIC HApyIIEHHWS MOTYT HE BKJIIOYATh
HUCTarM, HO BKJIIOYATh ITOJEPTHUBAHUS IO THUITY IMPSMOY-
TOJIFHBIX BOJH, CyJJOPOKHOE IIPECIeIOBAHIE 1 JTUCMETpUIC-
ckne cakkagsl. CynmpaHyKieapHBId mapaind B30pa U pe3Koe
3aMeIJICHHE CKOPOCTH CaKKaj HE SBIAIOTCS MpPU3HAKAMH
MCA [4]. Iporpeccupyromiee TeUeHNE aTaKCHH, HAYWHAIO-
meecss B CpeqHeM Bo3pacTe, TpeOyeT CKpHHUHTa Ha o0Imne
NPUYHUHBI JETeHEepallid MO3KEUKa, BKIIOYas TOKCHUYECKHE
(HampuMep, CBA3aHHBIE C aJIKOT0JIeM, (DEHUTOMHOM, TUTHEM,
O6apbutypaTamu), MeTaboIMvYecKue (HarmpuMep, CHHAPOMBI
neuunTa BUTaMHHa B, miam B)), mapameommacTuuecKue
U HEpaKoBBIE, MMMYHHO-OIOCPEIOBAHHBIE PACCTPONHCTBA
(HampuMep, aTakCHs, CBI3aHHAS C AaHTUTENAMH K TITHAAHHY
WU JTeKapOOKCHIa3e TIyTaMHHOBOW KHCIIOTHI), WH(EKIIHH,
napanH(EKIINOHHBIE CHHAPOMBI, 00bEMHBIE TIOPAKEHUS T'0-
JIOBHOT'O MO3Ta M PACCESTHHBIA CKIIEPO3.
Ypoeenumanvnas neoocmamounocms. CHUMIITOMBI HUX-
HuX MoueBbIx myTelt (CHMII), yka3pIBaroniue Ha ypOreHH-
TalbHYI0 HEIOCTATOYHOCTD, SBIISIOTCA CIUHCTBEHHBIM Ha-
yanpHBIM nposineHneM MCA y 18% manueHToB, B cCpeqHeM
3a 2,8 Toga 10 MOSIBICHUS JIBUTATENBHBIX cHMITOMOB. Ha-
npotus, auchyukmus HMII Bctpedaercs kpaiiHe penko Ha
panHuX ctanusx 6onesnu [Tapkuncona (BIT) u copanmye-
ckoii atakcuu y B3pocibix (CAOA). Ilpu ckpuHHHTE I¥C-
¢ynaxkunn HMIT y manmenToB ¢ nogozpernem Ha MCA mpu
MEPBOHAYATIFHOM OCMOTPE PEKOMEHAYIOTCS CIeAyIoIne
obcnenoBanus: 1) cOop aHaMHe3a JJIs OIEHKU CHMITTOMOB
HAKOIJICHUSI MOYHM (MMIIEpaTHBHBIC TO3BIBHI K MOYEHCITY-
CKaHHIO, 9aCTOTA THEBHBIX MO3BIBOB, HUKTYPHUS U TIO3BIBHOE
Helep)kaHue MOYH, B COBOKYITHOCTH Ha3BIBAEMEBIE «THUIIEPaK-
THBHBIN MOYEBOH ITY3BIPH») U CHMIITOMOB HapyIIEHUI MoYe-
UCITYyCKaHUS (HEPEIINTEIBHOCTD, IPEPBIBUCTAS WU ILIOXas
CTPYS MOYH, OLTyIIIEHHE HETIOIHOTO OMOPOKHEHM S MOYEBOT'O
My3bIpA, IBOHHOE MOYEHCITYCKaHHE); 2) BeAeHNE 3-THEBHOTO
JTHEBHUKA MOUYCHCITYCKaHUSI — OH JIaeT OIEHKY CHMIITOMOB
HMII un sBnsercs eAMHCTBEHHON OLICHKOM HOYHOM IOJIMYy-
puH, KOTOpas MOKeT BO3HUKATh pu MCA,;
[TaTonmorndeckue HapyIUICHUS, TPH KOTOPBIX PEKOMEHY-
ercs mpoBecTH nupdhepeHnnanbay0 JuarnocTuky ¢ MCA:
* MApKUHCOHW3M WM aTaKCHUS;
* BereTaTHBHAs IUCOYHKIHS,
* ATUNUYHBIA TPEMOp MOKOS/IEHCTBUSA C MHOKJIOHHWYE-
CKHM KOMIIOHEHTOM;

e cMemniaHHas AUCHOHUS C JJIEMEHTaMU THIO(OHUH,
MO3XKEUKOBOH TH3apTPUHU U CHACTHYHOCTH;

* aHOMaJbHas 1mo3a npu cuaapome [1u3s1 nnu Hemponop-
[IMOHAJIBHBIA aHTEKOJIJINC;

* PAacCTPOMCTBO MOBEACHHS BO BpeMs CHa C OBICTPBIM

nerokennem a3 (BD).

YV manmenToB ¢ MCA gacTo (HO He Bceraa) HaOJIFoIaroT-
Cs CHMMETPHYHAass OpaguKWHE3Ws M PUTUIHOCTH. 1peMop
CIIeZyeT MCCIIEIOBATh B MIOKOE W MPH JBMKCHHH — HCKaTh
MHUOKJIOHYC (CIIOHTaHHBIA/MHIAYLHPOBAHHBIA CTHUMYJIOM)
WU TOTMMHUHAMHOKIIOHYC. MO3KE€UKOBBIC TPU3HAKH CIIETY-
€T BBISBIATH C IIOMOIIBIO TECTOB HA THCAHMATIOXOKHHE3HIO,
MaJiblle-HOCOBOH W MATOYHO-KOJIeHHOW Tpo0. TamaemHas
MOXO/IKa YacTO HapyIIaeTcsl Ha paHHUX CTAAHUIX aTaKCUU
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Ta6bnuua 1. ilnarHocTuyeckme KpMTepun KIIMHUYECKU YCTaHOBIEHHON U KIMTMHUYECKU BePOATHOW MHOXECTBEHHOW CUCTEMHOMN

aTpocumn

Table 1. Diagnostic criteria for clinically established and clinically probable multiple systemic atrophy

Cnopagamnyeckoe nporpeccupyiollee 3abonesaHue y B3pocnbix (> 30 ner)
Sporadic advanced disease in adults (> 30 years old)

OcobeHHocTH
Features
KNMUHW4Yeckn yctaHosneHHas MCA KnuHu4eckn BeposTHas MCA
clinically established MSA clinically probable MSA
OcHoBHble 1. BeretatusHasa aucdyHkumsa (Heobxoanmo xoTs Obl Kak MMHMMYM aBa u3:
KNMUHUYeckne 0[HO) onpeaenseTcs Kak: 1. BeretatnBHasa gncdyHKUMS (Heo6xoamMmo XoTs Obl
ocobeHHoCTH * HEOOBbACHNMbIE TPYAHOCTM C MOYENCNYyCKaHNEM C 0[HO) onpeaensieTcs Kak:
Main clinical OCTaTO4HbIM 06 LEMOM MOUM NMOCNE MOYEUCNYCKaHNS | * HEOOBSACHUMbIE TPYAHOCTU C MOYEUCTYCKaHUEM C
features =100 mn; OCTaTO4YHbIM OOGBEMOM MOYM MOCIE MOYENCTYCKaHNS

* HeOOBACHMMOE HeAepXXaHne MoUM C No3biBaMu; =100 mn;

* HelporeHHas opTocTaTuyeckas ’MNOTOHWSA (MageHe | * HeoBbACHMMOE HeaepXaHne Mo4YM C No3biBamu;
apTepuvanbHoro gasneHust = 20/10 mm pT. €T.) B * HeliporeHHas opTocTaTuyeckasi TMnoToHNs (nageHve
TeyeHne 3 MUH. Mocre TecTa CTOAHUS. apTepuanbsHoro gasrnexusi = 20/10 Mm pT. CT.) B Teve-

M xoTs 6bl 0OANH 13! Hve 10 MWH nocne Tecta CTOAHUS.

2. MNapKMHCOHN3M. 2. NapKNHCOHN3M.

3. Mo3xe4KkoBbIi CUHAPOM (MO KparHen Mepe ABa U3 3. Mo3xeuKoBbIi CMHOPOM (MO KpalHen Mepe oavH U3:

HWX: aTakcus MOXOAKW, aTakCusi KOHEYHOCTEW, MO3XKeY- | aTakCusi MOXOAKM, aTaKkest KOHEYHOCTEN, MOIKEeYKoBas

KOBas AM3apTpus UK rmasofsuraTtesibHble 0CobeH- An3apTpus Unv rnasofsuratenbHble 0CO6EHHOCTH).

HOCTM). At least two of them:

1. Autonomic dysfunction (at least one is necessary), 1. Autonomic dysfunction (at least one is necessary),

defined as: defined as:

+ unexplained difficulty urinating with a residual volume | « unexplained difficulty urinating with a residual volume
of urine after urination = 100 ml; of urine after urination = 100 ml;

* unexplained incontinence of urine with urge + unexplained incontinence of urine with urge;

* neurogenic orthostatic hypotension (drop in blood * neurogenic orthostatic hypotension (drop in blood
pressure = 20/10 mm Hg) for 3 minutes after the pressure = 20/10 mm Hg) for 10 minutes after the
standing test. standing test.

And at least one of them: 2. Parkinsonism.

2. Parkinsonism. 3. Cerebellar syndrome (at least one of: gait ataxia,

3. Cerebellar syndrome (at least two of them: gait limb ataxia, cerebellar dysarthria or oculomovement

ataxia, limb ataxia, cerebellar dysarthria or oculomove- | features)

ment features)

MoppepxuBawlwme Mo meHbLen Mepe, ABa XoTsa 6bl 0ANH

KMUHUYeckne (MOTOPHbIe
NI HEMOTOPHbIE)
npu3HaKu

Supportive clinical
(movement

or non-motor) signs

At least two of them

At least one of them

MPT mapkepbl
MRI markers

XoTs 6bl 0anH
At least one of them

He TpebyeTcs
Not required

Kputepuin n cknoveHns
exclusionary for study
entry

He nonHo 6bITb
It shouldn’t be present

He ponxHo 6bITb
It shouldn’t be present

JononHuTenbHbIe KIMHUYECKue MPU3HaKn

Additional clinical signs

MoppepxuBatolLme asuratenbHble yHKLUMN
Supporting movement functions

BcnomoraTtenbHble HEMOTOPHbIE DYHKLMK
Supporting non-movement functions

BbICTpoe nporpeccrpoBaHue B TeueHve 3 net
YMepeHHast unu Tspkenas noctypansbHas HecTabuIbHOCTb B TeYeHne

3 net

KpaHuouepBukanbHasi AUCTOHUS, MHOYLMPOBaHHAsA Unn ycyrybnsemas
L-gonon npu oTCyTCTBUM AUCKUHE3UN KOHEYHOCTEN.

Tsxenble HapyLeHns peyn B TedeHre 3 neT nocre Havana MOTOPUKN.
Tsaxenas guccarna B TedeHune 3 net

HeobbsacHuMbIN cumnTom BabuHckoro.

CynopOXHbIA MUOKIMOHUYECKUIA NOCTYparbHbIA UMM KUHETUYECKUIA

Tpemop.

MocTypankeHble gedopmauum

Rapid progression over 3 years

Moderate or severe postural instability for 3 years

Craniocervical dystonia, induced or aggravated Levodopa in the absence

of limb dyskinesia

Severe speech disorders within 3 years after the onset of movement skills
Severe dysphagia for 3 years

An unexplained Babinski’s sign

Convulsive myoclonic postural or kinetic tremor

Postural deformations

MSA)

Ctpugop

BpooxHoBnsiiowme B3ooxu

XonopHble obecuBeYeHHbIE PYKU U HOTU

OpekTunbHas avcdyHkuma (B Bo3pacte go 60 net

npu KnNuHnyeckn sBepossiTHom MCA)

MaTonoruyeckmin cmex nnu nnad

Stridor

Inspiring sighs

Cold discolored hands and feet

Erectile dysfunction (under the age of 60 with clinically probable

Pathological laughing or crying
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OkoH4aHue Ta6n. 1/ End of the Table 1

MPT-mapkepbl KnMHW4eckn yctaHoBneHHon MCA
MRI markers of clinically established MSA

Kaxpas nopaxeHHasi obnactb Mo3ra, 0 4Yem CBUAeTenbCTBYOT Mapkepbl MPT
Each affected area of the brain (evidenced by MRI markers)
ATpodoums:
* cKopnyna;
* CpefHss HOXKa MO3XeYKa;
* MOCT;
* MO3XEYOK.
MPT-npu3Haku.
MoBbiweHHas Anddy3noHHas cnocobHOCTb:
* cKopnyna;
* CpefHsAs HOXKa MO3XeuKa.
Atrophy:
* putamen;
» middle cerebellar peduncle;
* pons;
« cerebellum.
MRI signs.
Increased diffusion capacity:
* putamen;
» middle cerebellar peduncle

Ta6nuua 2. Kputepun nccnenoBaHusi BO3MOXHON NPoApPOMarnbHON MHOXEeCTBEHHON CUCTeMHOW aTpodum
Table 2. Criteria for the study of possible prodromal multiple systemic atrophy

BaxHble ocobeHHOCTU Cnopaaunyeckoe nporpeccupytollee 3abonesaHue y B3pocnbix (> 30 ner)
Important features Sporadic advanced disease in adults (> 30 years old)
KnuHnyeckne Hemo- Mo kpanHen mepe O04HO U3 CneayoLero:
TOpHble OCOBEHHOCTN  * paccTPOMCTBO NoBeaeHus B hase bbicTporo cHa (RBD) (gokasaHo nonucomHorpadueit)
(kpuTepumn Bxoaa) * HerporeHHas opTocTaTuyeckas rmunoToHus (MageHve aptepuanbHoro gasnexns = 20/10 mm pT. CT.) B Te4eHune
Clinical non- 10 MUHYT Nocne CTosHNSA
movement features * yporeHuTanbHas HefoCTaTO4YHOCTb (3peKTUNbHasa AMCYHKLMS Y MY>X4YUH B BO3pacTe Ao 60 neT B coveTaHum no
(entry criteria) KpanHen Mepe ¢ OfHUM HEOOBACHUMbBIM 3aTPYAHEHNEM MOYEUCNYCKaHWs C OCTaTO4HbIM 06 bemMoM Mouu nocne

onopoxxHeHus > 100 M 1 HEOObACHNMbIM MO3bIBHBIM HEAEPXKaHMEM MOYN)

At least one of the following:

* REM (rapid eye movement sleep) behavior disorder (RBD) (proven by polysomnography)

* neurogenic orthostatic hypotension (drop in blood pressure = 20/10 mmHg) within 10 minutes after standing

« urogenital insufficiency (erectile dysfunction in men under the age of 60 in combination with at least one
unexplained difficulty urinating with a residual volume of urine after emptying > 100 ml and unexplained urge
incontinence)

KnuHuyeckue Mo kpaHen mepe O4HO U3 CneayoLwmXx:
nBuratenbHble * NPU3HaKN NapKMHCOHN3Ma,
0CoBeHHOCTM * MO3XEYKOBblE 3HaKN
Clinical movement At least one of the following:
features « signs of parkinsonism,
« cerebellar signs
Kputepun HeobbscHMMas aHocMust Npn 06OHATENBHOM TECTUPOBAHUM.
UCKMoYeHns AHomManbHas cumnaTuyeckasi Busyanusauusi cepgua ('21-MIBG-cumHTurpadums).
exclusionary KonebntoLwmecs KOrHUTUBHbIE CMIOCOBHOCTU C BbIPaXXEHHBIMU U3MEHEHVUAMUW BHUMAaHUS U HACTOPOXXEHHOCTU 1
for study entry PaHHWUM CHWXEHWEM 3pUTENbHO-NEPLENTUBHBIX CNOCOBHOCTEN.
Peuunavsupytowme 3putenbHble rannioumHaumm, He Bbl3aBaHHbIe MPUEMOM NeKapcTB, B TedeHne 3 neT oT Havana
3aboneBaHus.

HemeHumsa no DSM-V B TeyeHne 3 neT oT Hayana 3abonesaHus.

CynpaHykneapHblil napanuy B3opa BHU3 UNi 3ameasieHne BepTUKanbHbIX Cakkag.

HaHHble MPT ronosHoro mosra, ykasblBatLuyve Ha anbTepHaTUBHbIN AnarHo3 (Hanpumep, MNCI1, paccesiHHbIN
CKNepos, COCYAUCTbIN NapKMHCOHU3M, CUMMNTOMaTUYeckoe 3abonesaHre Mo3xeyka u T. 4.)

[lokyMeHTUpoBaHue anbTePHATUBHOIO COCTOSIHMSA (Moxoxxero Ha MCA, BKno4asi reHeTUYECKYH U cuMmnToMaTunye-
CKYI0 aTakCuto U NapKNMHCOHW3M), KOTOPOE, KaK U3BECTHO, BbI3bIBAET BEreTaTMBHYI0 HEAOCTaTOMHOCTb, aTakCuto Unu
NapKUHCOHW3M U1, BEPOSTHO, CBA3aHO C CMMMTOMaMu nauyeHTa.

Unexplained anosmia during olfactory testing.

Abnormal sympathetic imaging of the heart (123I-MIBG scintigraphy).

Fluctuating cognitive abilities with pronounced changes in attention and alertness, and an early decrease in visual
perceptual abilities.

Recurrent visual hallucinations not caused by medication within 3 years of onset of disease.

Dementia according to DSM-V within 3 year from onset of illness.

Supranuclear paralysis of downward gaze or slow vertical saccades.

Brain MRI data indicating an alternative diagnosis (for example,SSPE , multiple sclerosis, vascular parkinsonism,
symptomatic cerebellar disease, etc.)

Documenting an alternative condition similar to MSA (including genetic or symptomatic ataxia and parkinsonism),
which is known to cause vegetative insufficiency and is likely to be associated with the patient’s symptoms of ataxia
or parkinsonsim
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Tabnuua 3. JlIeKCUKOH ¢ onepauMoHanNUM3npPoOBaHHbLIMU onpeaenieHNAMU ocobeHHocTeln KpuTepmueB O6LecTBa ABUraTenbHbIX
paccTPoOMUCTB ANA AUarHOCTUKA MHOXECTBEHHOM CUCTEMHON aTpocdumn

Table 3. Lexicon with operationalized definitions of features of the Movement Disorder Society criteria for the diagnosis

of multiple system atrophy

OcobeHHOCTb
Feature

OnepayuuoHanu3MpoBaHHOe onpeaenexHne
operationalized definition

OCHOBHblE aBTOHOMHbIE (DYHKLIN
Main autonomous functions

HeobbscHUMbIE TPYAHOCTH C
MOYeunCnyckaHnem ¢ OCTaTOYHbIM
06bemMoM Moy nocrne MoYencnyckaHust

> 100 mn (Npy KNMHUYECKM YCTAHOBNEHHOM
MCA) unu octato4Hon Mo4e nocne
MoyeuncnyckaHus noboro obvema (Npu
KnuHudeckn sepositTHom MCA)
Unexplained difficulty urinating with a
residual volume of urine after urination >
100 ml (with clinically established MSA) or
residual urine after urination of any volume
(with clinically probable MSA)

HeobbscHUMoe HeaepxaHue Moun
C no3biBamu

Unexplained incontinence of urine
with urge

HenporeHHasi opTocTatuieckas rmnoToHus
Neurogenic postural hypotension

[MapKMHCOHM3M
Parkinsonism

Mnoxas 4yBcTBMTENLHOCTL K L-gone
(npw knMuHWYeckn yctaHoBneHHom MCA)
Low sensitivity to Levodopa

(with clinically established MSA)

Mo3XeuKoBbI CUHAPOM
cerebellar syndrome

3aTpyaHeHns ¢ moyencnyckaHmeMm, korga B MoveBoM ny3bipe octaetcs > 100 mn moun (npu
KInMHW4eckn yctaHoBrieHHoM MCA) nnu nio6oii 06bem Moum (Npu KNMHUYECKU BEPOSTHOM
MCA) nocne Nnpon3BofibHOro MOYEUCNyCKaHUsi, U3AMEPEHHOro ¢ NomMoLLbio Y3W moveBoro
ny3blpsi, ypOAMHAMUKU UKW KaTeTepu3aumnn «BbIxoa-Bbixoay. CrieayeT UCKIIOUNTL BTOPUYHbIE
NPUYMHBI, Takne kak 0BCTPYKLMSA OTTOKa MOYEBOrO MNy3blps M3-3a YBENUYEHWS NpocTaThl
Difficulty urinating when > 100 ml of urine remains in the bladder (with clinically established
MSA) or any volume of urine (with clinically probable MSA) after arbitrary urination, measured
by ultrasound of the bladder, urodynamics or exit-exit catheterization. Secondary causes , such
as obstruction of the outflow of the bladder due to an enlarged prostate, should be excluded

>Kanobbl Ha HenMpou3BObHOE UCTEYEHWE MOYU, CBA3AHHOE C HEOTNOXHBIMW NO3bIBAMMN

npun OTCYTCTBUMN MHAEKLMIA MOYEBBIBOAALLMX MyTeN. HeHeNporeHHbIe NPUYMHBI, Takne Kak
npeaplayLlas onepauys Ha opraHax Manoro Tasa Uiy nposnanc Ta3oBoro AHa, AOMKHbI 6bITb
VCKITIOYEHbI

Complaints of involuntary discharge of urine associated with urges in the absence of urinary
tract infections. Neurogenic causes, such as previous pelvic organ surgery or pelvic floor de-
scent, should be excluded

CHwmxeHune cuctonuueckoro Al = 20 Mm pT. CT. 06bIYHO COMpoBOXAaeTCA NageHnem
anactonunyeckoro Al = 10 mm pT. cT. n cooTHoweHnem AHR/ACA[ < 0,5 ygapoB B MUHYTY/MM
pT. CT. B TeyeHue 3 MuH. (4Nns knuHudeckn yctaHosneHHoro MCA) nnu B TedeHune 10 MuH (ans
KnuHuyeckn BeposiTHoro MCA) ctosiHus. CneyeT UCKNIOUNTL BTOPUYHbIE MPUYUHBI, Takne Kak
anabeTnyeckas aBTOHOMHasi HeriponaTtus. BnusiHme nekapcTBeHHbIX NpenapaToB, KOTopble
yxyauwatoT peakumto YCC Ha opTocTas (Hanpumep, 6eTa-6nokatopsl), criegyeT UCKIMHYNTb

A decrease in systolic blood pressure of =2 20 mmHg is usually accompanied by a decrease in
diastolic blood pressure by = 10 mmHg, and a AHR/ASAD ratio of less than 0.5 beats/min per
mmHg for 3 minutes (for clinically established MSA), or for 10 minutes of standing (clinically
probable MSA). The effect of secondary causes, such as diabetic autonomic neuropathy, should
be excluded, as well as medications that worsen the heart rate response to orthostasis, such as
beta-blockers

OCHOBHble 0coGeHHOCTU 6one3Hu MapkMHCOHa
The main features of Parkinson’s disease

Hanvyve 6paankuHesnmn Nnoc puriaHoCTb U TpEMop (UCKMoYas NpeaHaMepeHHbIN Tpemop
y NauyeHTa C MO3XXeYKOBbIM CUHAPOMOM), OLieHVBaeMble CneLuanucToM no ABuratenbHbIM
paccTpoiicTBam nocrne obcrefoBaHus, NpoBeaeHHoro, kak onucado 8 MDS-UPDRS I
(6paavkMHe3ns — 3ameasIeHHOCTb ABWXEHWUI U YMEHbLUEHWE aMNIIMTYAbl UKW CKOPOCTH (MnK
nporpeccuBHble konebaHns UnM oCTaHoBKM) MO Mepe NPOAOIHKEHUS ABUXEHUA; PUTMAHOCTb —
He3aBMCMMOE OT CKOPOCTM CONPOTMBIIEHME NMAaCCUBHOMY ABUXEHWIO, KOTOPOE He oTpaxaeT
MCKIIOYNTENBHO HECMOCOBHOCTL paccrnabuTbes, YTO MOXET CONPOBOXAATECSH (DEHOMEHOM
3ybyaToro koneca; TpEMOpP — PUTMUYHbBIE UM aPUTMUYHbBIE HEMPOU3BONbHLIE ABWKEHUS PYK
WINN HOT)

The presence of bradykinesia, in addition to rigidity or tremor (excluding intentional tremor in a
patient with cerebellar syndrome), is assessed by a specialist in movement disorders after an
examination conducted as described in the MDS-UPDRS IIl. Bradykinesia is slowness of move-
ment and a decrease in amplitude or speed, or progressive fluctuations or stops, as movements
continue. Rigidity is independent of speed and resistance to passive movement, and does not
exclusively reflect an inability to relax, which may be accompanied by a phenomenon called the
«gear wheel». Tremor is rhythmic or arrhythmic, involuntary movements of the arms or legs.

OnpepensieTcst Ha OCHOBaHWUM aHaMHe3a unu kak ynydweHue < 30% no wkane MDS-UPDRS I
npu npyeme ao 1000 mr L-gonkl npu Heo6XoAMMOCTY MU MpU NEPEHOCUMOCTU B TEYEHUNE KaK
MUHUMYM MecsiLia No OLeHKe crieyuanuncta no agsuraTernbHbIM paccTporucTBam

It is determined on the basis of anamnesis or as an improvement of < 30% on the MDS-UPDRS
Il scale when taking up to 1000 mg of Levodopa if necessary or if tolerated for at least a month
according to the assessment of a specialist in movement disorders

OcCHOBHbIe (PYHKLUMU MO3KEUKA
The main functions of the cerebellum

Mo mMeHbLUen mepe ABa (NpY KNMMHUYECKWN YCTaHOBNEHHOM) UNW MO KpanHen Mepe oavH

(npw knuHnyeckn BeposaTHoMm MCA): aTakcust MOXOAKW, aTakCcusi KOHEYHOCTEN, MO3Xe4KoBast
An3apTpus Unv rnasofsuratenbHas ANCAYHKUMS (rnasoaBuraTeribHble 0COBeHHOCTN —
YCTOWYMBLIA HACTarM (NMpu B3rnsAe, BbI3BAHHOM rOPU3OHTamNbHbIM UK cnabbiM puTMOM) Unn
cakkaguyeckas runepmeTpus)
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OcobeHHOoCTb
Feature

OnepauuoHanMampoBaHHoe onpeaeneHve
operationalized definition

BricTpoe nporpeccupoBaHune B TeYEHNE
3 neT nocne Hayana HapyLUeHWi
OBUraTenbHON akTUBHOCTY

Rapid progression within 3 years after
the onset of motor impairment

YMepeHHaﬂ nnn TaXenasa noctypanbHas
HecTaburbHOCTb B TeveHue 3 net
Moderate or severe postural instability
for 3 years

KpanuouepBrkanbHas ANCTOHMS,
UHOYLUMpOBaHHas unu ycyrybnsemas
L-gomnoi npn oTCYTCTBUM ANCKUHE3NN
KOHe4HocTen

Craniocervical instability induced

or aggravated by Levodopa in the absence
of limb dyskinesia

Tsxenble HapyLUeHNsi peyn B TeveHne 3
neT nocrne Havyana HapyLUEeHUA MOTOPUKM
Severe speech disturbance within 3 years
after the onset of motor skills impairment

Tsxxenasa gnccarna B TedeHune 3 net
Severe dysphagia as a problem for the
past 3 years

HeobbsacHUMbIN cumnToM BabuHckoro
The unexplained Babinski’s sign

CyOopOXHbIN MUOKIOHUYECKINIA
nocTyparnbHbIN UK KUHETUYECKUA TPEMOP
Convulsive myoclonic postural or kinetic
tremor

MocTypanbHble aedopmaumm
Postural deformations

Ctpugop
stridor

BpooxHoBnsowme B3ooxm
Inspiring sighs

At least two (clinically established) or at least one (clinically probable MSA) gait ataxias, limb
ataxias, cerebellar dysartria, or oculomotor dysfunctions (oculomotor features — persistent
nystagmus caused by horizontal or weak rhythms) or saccadic hypermetria

MoppepxuBarowme aBuratTenbHble hyHKLMN
Supporting movement function

HyxpaeTcst B nomoLLy no Aomy unn uMmeeT 6oree BbipaXXeHHY MHBANVAHOCTb B TeYEHMe

3 neT, 4YTO oLeHNBaeTCs Mo aHamHe3y. CKOpPOCTb MPOrpeccMpoBaHns ABNSIETCS ObICTPON Mo
CpaBHEHMIO C TEM, YTO CreumanvcT no ABuratenbHbIM paccTpoicTBaM OXuaaeT oT 6oMesHu
[MapknHcoHa

Needs help at home or has a more pronounced disability for 3 years, which is assessed by an-
amnesis. The rate of progression is rapid compared to what a specialist in movement disorders
expects from Parkinson’s disease

HepocTtatoyHas nocTypanbHas peakuus onpeaensaercs kak MUHUMYM Tpu Lwiara Ha3ag uim
TeHAEeHUMA K NaAeHWo, eCnin ee He YNOoBMUIT 3K3aMeHaTop Npu TecTe Ha pacTsXeHVe B TeyeHne
3 net

An insufficient postural reaction is determined by at least three steps back or a tendency to fall
if it was not detected by the examiner during Pull Test which characterizes postural responses

HenpownasonbHble AMCTOHNYECKNe ABMXEHNS N1La, Bbi3BaHHbIE UNu ycyrybnsemble L-gonon,
npy OTCYTCTBUW UM HaNMU4YMN OYEHb NErKOW ANCKUHE3NN KOHEYHOCTEW

Involuntary dystonic facial movements caused or aggravated by Levodopa, in the absence

or presence of mild limb dyskinesia

MeganeHHas, HeBHSITHAsA UNW AMCHOHNYHAs peyb (Y4TO BbIPaXXEHO HAaCTOMNbKO, YTO TpebyeT
neproan4ecKoro NOBTOPEHUS BbICKa3blBaHUI BO BPEMS MHTEPBbIO) B TeYeHne 3 net
Slow, scrambled speech, dysphonia expressed in a way that requires periodic repetition
of statements during an interview and noted within 3 years

HeobbAcHUMbIE TPYAHOCTM C ynoTpebneHneM ankorons Unu efbl, HacTOMNbKO Cepbe3Hble,
41O TPebyeTca aganTaumsa AueTbl

Unexplained difficulties with alcohol or food, which are so severe that dietary adjustment
is necessary

[lpyrue npuunHbl, Takme Kak 06 beMHbIe NOPaXeHWs, COCyaNCTbIe, AEMUENMHN3NPYIOLLnE,
MeTabonuyeckne 3aboneBaHus, LWeNHas MMenonaTust  MHAEKUMM, AOMKHbI ObITb UCKMOYEHbI
Other causes , such as extensive lesions, vascular, demyelinating, metabolic diseases, cervi-
cal myelopathy and infections, should be excluded

HepaBHOMEpHbIN NOCTyparnbHbIA UM KNHETUYECKUIA TPEMOP KUCTEW UNK NanbLeB Manomn
amnnuTyAbl C YyBCTBUTENbHBLIM K CTUMYMaM MUOKITOHYCOM

Uneven postural or kinetic tremor of the hands or fingers with small amplitude, stimulus-sensi-
tive myoclonus

Mo kpanHen mepe, OAMH M3: HENPONOPLUMOHanNbHbLIX NepeaHe- N naTepokonnuca,
KaMnTOKOpMUK, cuHApPoMa [Mu3bl UNM KOHTPAKTYP KUCTEW UK CTON (3@ UCKITHYEHNEM KOH-
TpakTypbl [tontonTpeHa unmn KOHTPakTypbl, BbI3BAHHON APYron U3BECTHON MPUYMHON, BKIOYas
KOPTMKO-6a3anbHbIi CUHAPOM) (HEMPONOpPLUMOHarbHbIA NepegHe- UM NaTepokonnmec —
BblpaXXeHHOEe nepeaHe- unu natepodekcMpoBaHne LWen, MoXeT ObITb YaCTUYHO NMPeoAoNeHo
NPOV3BOSIbHLIMU UMW NACCUBHBIMU ABWKEHUSIMW, KAMMTOKOPMUS — CUIbHOE crmbaHve
NO3BOHOYHMKA Bnepea, cMHApoM [Mu3a — cunbHoe 60KoBoe crmbaHne NO3BOHOYHMKA)

At least one of the following: disproportionate anterior or laterocollis, camptocormia, Pisa
syndrome, or contractures of the hands or feet (excluding Dupuytren’s contracture or any other
known cause, such as corticobasal syndrome) is present. Disproportionate anterior and lateral
flexion is a pronounced anterior and lateral flexion of the neck and can be partially overcome by
voluntary or passive movements. Camptocormia is a severe forward flexion of the spine. Pisa
syndrome is severe lateral flexion

BcnomoraTtenbHble HEMOTOPHbIE (PYHKLMMK
Supporting non-motor functions

BbICOKMIA MIHCMMPATOPHBIV 3BYK AbIXaHWUA, U34aBaeMblii BO BpeMsA CHa unv 604pcTBOBaHMS.
JTaprHrockonuio MOXHO paccmMaTtpuBaTh AN UCKIMIOYEHNS MEXaHUYECKMX MOBPEXAEHNN UK
PYHKLMOHANbHbIX HAPYLLEHWI rofoCoBbIX CBA3OK, CBA3AHHBIX C APYrMMU HEBPOMOrMYECKUMM
paccTponcTsamu

A high-pitched inspiratory breathing noise made during sleep or waking. Laryngoscopy may be
used to rule out mechanical damage or functional abnormalities of the vocal folds associated
with other neurological conditions

HenpowusBonbHble rnyGokue BOOXM UMK yayLbe
Involuntary deep breaths or feeling of suffocation
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OcobeHHOCTb
Feature

OnepauunoHanMaMpoBaHHoe onpeaeneHne
operationalized definition

XonopHble obecuBeYeHHbIE PYKU U HOTU
Cold colorless hands and feet

SpekTunbHas gucdyHKums (B Bo3pacTe 4o
60 neT npu knNuHNYeckn BeposTHon MCA)
Erectile dysfunction in men under the age
of 60, with a clinically probable diagnosis of
multiple system atrophy (MSA)

MaTonornyecknin cmex nnu nnav
Pathological laughing or crying

Mapkepbl MPT (ans knuHuyecku
ycTaHoBneHHon MCA)

MRI markers (for clinically established
MSA)

Bo3moxxHa npogpomanbHas MCA
A prodromal MSA is possible

BHoBb noxonogaHune 1 nsmMeHeHue LseTa (proneTosbIit UK CUHUIA) ¢ NOGIeaHEHNeM npu
HaJlaBrnmBaHuM
Cooling and color change (purple or blue), with fading when pressed

CroMkas HeCnoCoBHOCTb AOCTUYL UMW MOAAEPXKMBATL IPEKLIMIO, 4OCTATOUHYIO ANS BCTYNNEeHUs
B MOMOBYIO XW3Hb (B Bo3pacTte Ao 60 neT npu knuHuyeckn BeposTHon MCA)

Persistent inability to achieve or maintain an erection adequate for sexual activity in men under
the age of 60, with clinically probable MSA

OMoLMoHanbHoe HefepXxaHue He 0bA3aTenbHO AOMKHO ObITh 3aCBMAETENLCTBOBAHO BPa4YOM
Emotional incontinence does not have to be testified by a doctor

Mapkepbl MPT
MRI markers

CrtpyktypHast MPT ronosHoro mo3sra (1,5 unu 3,0 Tn) ocHoBaHa Ha BM3yarlbHOM OCMOTpe
Hepopaanonorom, KOTOpoMy HeobxoarMO NMPOKOHCYNLTMPOBATLCA CO CNEeLanMcToM Mo ABU-
ratenbHbIM PAacCTPOMNCTBAM AN OLEHKM 3TUX 0COBEHHOCTEN.

Axanus anddysnoHHon MPT ronoBHOro Mo3sra OCHOBaH Ha KONMMYECTBEHHBIX OLLEeHKaxX
Hepopaamnornorom, KOTOPOMy Ans OLEHKN 3TUX 0COBEHHOCTEN HEOBXOAMMO MPOKOHCYNBTUPO-
BaTbCH CO CMELManncTom no ABuratenbHbIM paccTpoicTBam

Structural MRI of the brain (1.5 or 3.0 Tl) is based on a visual examination by a neuroradiologist
who needs to consult with a specialist in motor disturbance to assess these features. The analy-
sis of diffusion MRI is based on quantitative assessments made by the neuroradiology, which
requires consultation with a motor disturbance specialist to assess those features

KnuHnyeckne HeMOTopHbIe 0COGEHHOCTU (KpUTepum BXxoaa)

PaccTtponcTtso noseaeHus B pase
ObICTPOro cHa, MoATBEePXAEHHOe
nonucomHorpaduen

Behavior disorder in the REM sleep phase,
confirmed by polysomnography

HelporeHHas opTocTaTuyeckasi rmnoTOHNUs
Neurogenic postural hypotension

OpekTunbHas ANCHYHKLUS Y MY>XUUH

B Bo3pacTte o 60 net B codeTaHuu no
KpanHen mepe C OAHUM N3 HEOOBACHNMBIX
3aTpyAHEHUIA MOYemncrycKkaHus

C OCTaTO4YHbIM 06BEMOM MOYK

nocne movencnyckanus > 100 mn n
HEeOObACHMMbIM MO3bIBHBIM HEAEPKaHUEM
Moum

Erectile dysfunction in men under the age
of 60 in combination with at least one
unexplained difficulty with urination, with a
residual urine volume after urination greater
than 100 ml, and unexplained urgency
incontinence.

Cnabble Npu3Haky NapkMHCOHU3Ma
Minor signs of parkinsonism

Clinical non-motor features (entry criteria)

CornacHo MexayHapoaHou KrnaccuguKkaumm HapyLLueHuin cHa AMeprKaHCKo akagemmnm
MeauUMHbI CHa, TpeTbe nsgaHue (ICSD-3)

According to the International Classification of Sleep Disorders of the American Academy of
Sleep Medicine, third edition (ICSD-3)

Mapexue cuctonuueckoro Al =220 Mm pT. CT. 06bIMHO CONPOBOXAAETCS NageHnem
anactonuyeckoro Al = 10 mm pT. cT. n cooTHoweHnem AHR/ACAL < 0,5 yaapoB B MUHYTY/
MM pT. CT. B TedeHne 10 MUH. CTOSIHUS U HaKIOHa ronoBbl C MOMOLLIbIO OCLIMINIIOMETPUYECKUX
n3mepeHuin. CriegyeT UCKMIOYUTL BTOPUYHBIE MPUYMHDI, Takue Kak anabetnyeckas aBTOHOMHas
HelponaTtusi, BMUsiHWE NnekapcTBEHHbIX NpenapaTos

A drop in systolic blood pressure 220 mm Hg is usually accompanied by a decrease in diastolic
pressure by 210 mm Hg and a ratio of AHR /DSAD < 0.5 bpm per mmHg during standing or
head tilting for 10 min, as shown by oscillometric method use. Secondary causes such as dia-
betic autonomic neuropathy and medication should be excluded

Crovikas HecnoCobHOCTb AOCTMYb UMK NOAAEPXKMBATb SPEKLMIO, 4OCTATOYHYIO ANs

CeKcyanbHOW aKTUBHOCTM, Y MY>XYMH B Bo3pacTe Ao 60 neT B coveTaHum No KpanHen mepe

C OOHUM 13 HEOOBACHUMBIX 3aTPYAHEHU MOYENCTYCKaHNS, KOrAa B MOYEBOM My3bipe

3agepxuBaetcs > 100 Mn Mo4um nocrne JO6POBONBHOrO MOYENCTYCKaHUS, U3MEPEHHOE

¢ nomotuplo Y3W moyeBoro nysbipsi, ypoavHaMUKN UMK KaTeTepusaums «BXOA-BbIXOA» U1

*anobamu Ha HENpPOM3BOSIbHOE NCTEYEHNE MOYM, CBA3AHHOE C HEOTIOXHBLIMU NO3bIBaMU, NPU

OTCYTCTBUM MHAEKLMI MOYEBLIBOASLLMX NYyTel. CrneayeT UCKNOUUTL BTOPUYHBIE NPUYUHBI

OCTaTO4HOM MOYM NOCHE OMOPOXHEHUS!, Takme Kak 06CTPYKLMSI OTTOKa MOYEBOTO My3bIpsi 13-3a

yBENUYEHUs NpoCTaThl U HEHENPOreHHbIE NPUYMHBI HEAEPXKAHUA MOYM, Takve Kak npeablayLuas

onepauus Ha opraHax Marnoro Tasa unu nponanc Ta3oBoro AHa

Persistent inability to achieve or maintain an erection sufficient for sexual activity in men under

the age of 60, combined with at least one of the following unexplained difficulties:

« Urination is difficult, and more than 100 ml of urine remains in the bladder after a voluntary
attempt to urinate. This can be measured using ultrasound of the bladder, urodynamic testing,
or catheterization.

» There are complaints of involuntary urine leakage associated with urgent urination.

* No urinary tract infections are present.

Secondary causes of residual urine, such as prostate enlargement or non-neurogenic urinary

incontinence due to previous pelvic surgery or pelvic floor prolapse, should be ruled out

KnuHuyeckue aBuratenbHble 0COGEHHOCTU
Clinical motor features

Hanuuve napKMHCOHWUYECKMX ABUraTernbHbIX NPU3HAKOB, HE COOTBETCTBYHOLLNX KPUTEPUSM
anarHoctukm 6onesnn MapknHcoHa MAC 33 , koTopble cneumanuct no ABuUraternbHbIM
paccTpoicTBaM OLEHMBAET Kak Mano3ameTHbIe 1 He Tpebytolime NpuMeHeHus
nodammnHeprmyecknx npenapaTos
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OkoH4yaHue Ta6n. 3 / End of the Table 3

OcobeHHOoCTb
Feature

OnepauuoHanMampoBaHHoe onpeaeneHve
operationalized definition

TOHKME MO3XEYKOBbIE 3HAKU
Subtle cerebellar signs

The presence of motor signs associated with Parkinson’s disease that do not meet the diag-
nostic criteria for Parkinson’s MDS 33, which a specialist in motor disorders considers to be
inconspicuous and does not require the use of dopamine-based medications

Mo kpaiHel Mepe, 0AHO U3: HapYLUEHUS TaHAEMHON NOXOAKW UMW aTakCcusi MOXOAKW, aTakcus
KOHEYHOCTEN, MO3XKEUKOBas AN3apTpusi Unu rnasoaBuraTesibHble 0CO6EHHOCTH, KOoTopble cre-
LpanucT no ABUraTenbHbIM PacCTpOCTBaM pacLeHNBaeT Kak HesHaunTenbHble

At least one of the following: gait disorders, limb ataxia, dysarthria, or oculomotor features
that a specialist in motor disorders considers to be insignificant

Kputepumn ncknrovyeHus gnsa Bcex KaTeropuin (ecnmv He ykasaHo UHoe)
exclusionary for study entry (for all categories, unless otherwise specified)

CyLLECTBEHHbIV 1 CTOWKUN
MONOXUTENbHbIA OTBET Ha
nodamuHeprnyeckue npenapartbl
(MPYMEHMMO K KIMHUYECKM
YCTaHOBMNEHHOMY W KIMHUYECKN
BepossiTHoMy MCA)

A significant and persistent positive
response to dopaminergic medications
(applicable to both clinically established
and clinically probable MSA)

HeobbscHMMas aHocMus npu
060HATENBHOM TECTUPOBAHNM
Unexplained anosmia during
olfactory tests

AHoMmanbHas cumnaTuyeckas
Bu3yanusauus cepaua (2°-MIBG-
CUMHTUrpadms) (MPUMEHNMO ANS BO3MOX-
Hon npogpomarbHon kateropun MCA)
Abnormal sympathetic imaging of the heart
('?°I-MIBG scintigraphy) is applicable

for possible prodromal MSA

Konebntowmecs KorHMTBHbIE
CMOCOBHOCTH C PaHHUM CHUXEHUEM
3pUTENbHO-NEPLENTMBHBIX CocobHOCTE
Fluctuating cognitive abilities, with an early
decline in visual-perceptual skills

Peuunamsupytowime 3putenbHble
rannounuHauum
Recurrent visual hallucinations

OemeHuns
Dementia

HaabagepHbii napanuy HUXHEro
B3rnsga

Supranuclear downward direction gaze
palsy

Pesynbtatel MPT ronosHoro
Mo3ra No3BonsiOT NPeANnoNoXnUTb
anbTepHaTUBHbLIN AnarHo3

The results of the MRI of the brain
suggest an alternative diagnosis

[lokymeHTUpoBaHWe anbTepHaTUBHOIO
COCTOSIHUSI, KOTOPOE, KaK N3BECTHO,
BbI3blBAET BEreTaTUBHYIO
HeA0CTaTOYHOCTb, aTakCcuio Unn
NapKWHCOHU3M W, BEPOSITHO, CBSI3aHO

C CUMNTOMaMu NauMeHToB

Documenting an alternative condition
that has been known to cause vegetative
insufficiency, ataxia, or parkinsonism,
and is likely associated with the symptoms
of patients

Mo MHeHuIO cneumanucTa nNo ABUraTenbHbIM PacCTPOUCTBaM
According to a specialist’s in motor disorders opinion

He obbscHsieTcs Apyrumu pacnpocTpaHeHHbIMU NPUYMHaMW, TakUMK Kak anmeprinyeckuii puHnT
UM KypeHue, CTPYKTYPHbIE NOPaXeHUst Hoca Uy ornepaumst Ha Hocy

It is not explained by other common causes, such as allergic rhinitis, smoking, structural lesions
of the nose, or nasal surgery

AHOManbHOe CoOTHOLLEeHME cepaue/cpegocTeHne Yepes 4 yaca nocne BHYTPUBEHHOWN
nHbekumn '2|-MIBG no oueHke cneuunanucta no MegUUMHCKoW paguonoruun. Jlekapctea,
BNUSIIOLLME HA NEPEHOCYUK HOpaapeHanvHa u Be3VKynsipHOe XpaHunuLe, CTPYKTYpHbIe
3aboneBaHnsa cepaua U pacnpoCcTpaHeHHbIe MPUYMHBI HeponaTui Menkux BOJIOKOH, Takune Kak
caxapHblii AuabeT, KoTopble MOryT NOBMUATL Ha pe3ynbTaTbl, AOMKHbI OblITb NCKIOYEHb!
Abnormal heart/mediastinum ratio four hours after intravenous injection of 'I-MIBG, accord-
ing to a nuclear medicine specialist. Medications that affect norepinephrine transporters and
vesicular storage, structural heart disease, and common causes of small fiber neuropathy, such
as diabetes mellitus, should be excluded, as these may affect the results

KOI'IGGI‘IIOLLU/IBCSI KOFHUTUBHbIE CNOCOBHOCTM C BblpaXX€HHbIMN U3MEHEHNAMU BHUMAHNA N
64MTeNbHOCTN U PAHHUM CHUXXEHWEM 3PUTENbHO-NEePLENTUBHBIX CNOCOBHOCTE

Fluctuations in cognitive abilities can lead to changes in attention, alertness, and a decrease in
visual-perceptual abilities, especially in the early stages

He nHpyumpyeTcsi nekapCTBeHHbIMM CPpeACcTBaMu B TedeHre 3 neT OT Havana 3aboneBaHns
It has not been induced by medications for 3 years since the onset of the disease

Mo naHHbIM DSM-V B TeyeHue 3 neT oT Havyana 3abonesaHuns
According to the DSM-V data, within 3 years from the onset of the disease

HagbagepHbiii napanuy B3rnsiga BHA3 WY 3aMeneHne BepTUKanbHbIX cakkag,
Supranuclear downward direction gaze palsy or slowing down of vertical saccades

Hanpumep, MCI1, paccesHHbIN CKNepo3, COCYAUCTbI NapKUHCOHU3M, CUMNTOMaTnyeckoe
3aboneBaHne Mo3xeyka

For example, progressive supranuclear palsy (PSP), multiple sclerosis, vascular parkinsonism,
symptomatic cerebellar disease

CxoactBo MCA, Bkntoyasi reHeTUHeCKyH UM CUMATOMAaTUYECKYI0 aTakCuio U NapKUMHCOHU3M
MSA similarities, including genetic or symptomatic ataxia and parkinsonism
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Ta6bnuua 4. BoamoxHble umutaTtopbl MCA

Table 4. Possible MCA simulators

Hosonorus
Nosology

XapakTepHble 0COOEeHHOCTH
Characteristic features

BonesHb MNapkuHcoHa
Parkinson’s disease

HemeHuuns ¢ Tensuamu Jlesm [10]
Dementia with Lewy bodies

Mporpeccupytowmnii HagbAAepHbIN Napanuy
[11]
Progressive supranuclear palsy

KopTukobasanbHas gereHepaums [12]
Corticobasal degeneration

CocyancTbiin MapkKMHCOHN3M [13]
Vascular parkinsonism

'mapouedanua HopmarnbHoro gasnexHus [8]
Normal pressure hydrocephalus

CnuHouepebennsipHas atakcus Tunos 1, 2,
3,6,7,12,17 [14]
Spinocerebellar ataxia types 1,2,3,6,7,12,17

MoaxeukoBas atakcus ¢ HeliponaTtuen un
CMHAPOMOM BeCTUBYNspHO apednekcum
(CANVAS) [15]

Cerebellar ataxia with neuropathy and ves-
tibular areflexia syndrome (CANVAS) [15]

PacwwupeHune rekcaHykneotuga C9orf72 [16]
Hexanucleotide expansions

Atakcus Opugpeiixa [14]
Friedrich’s ataxia

CuHApOM XpynKoro X-Tpemopa-aTakcum
[8, 14]
Fragile X-associated tremor/ataxia syndrome

3HaunTeNbHbIN U YCTONYMBLIN OTBET Ha L-gona (ynyywexHne UPDRS-III (UPDRS-III, EanHas
Lkana oLeHkn 6onesHu MapkuHcoHa, YacTs lll) > 30%), aHocmusi, no3gHee nosiBnexHne
BereTaTMBHbIX CUMMTOMOB

Significant and sustained response to levodopa treatment, as measured by an improvement
in the Unified Parkinson’s Disease Rating Scale Part Il (UPDRS-III) greater than 30%,
anosmia, and late onset of autonomic symptoms

KonebaHnsa co3HaHUs U KOTHUTUBHbBIE U3MEHEHUS C rannoumMHauusmm (0cob6eHHo
3pUTENBHBIMU), HE BTOPUYHbBIE MO OTHOLLEHMIO K neveHuto L-gona

Fluctuations in consciousness and cognitive changes, including visual hallucinations,
not related to levodopa treatment

3ameaneHune BepTUKanbHbIX cakkaz, CyrnpaHykrieapHbiii napanqy B3opa

'MnepakTMBHOCTb U PeTPONYNbCUA NOBHOM MbILLL|bI

®poHTanbHbIE KOTHUTUBHBIE U3MEHEHUs1, HeBerTbIli BapuaHT NepBUYHO NPOrpeccupyioLLei
adasunn

Hyperactivity and retropulsion of the frontal muscles, as well as frontal cognitive changes,
not a variant of primary progressive aphasia

AcMMeTpUYHas ANCTOHMSA KOHEYHOCTEW, CUHOPOM YYXXOWN KOHEYHOCTM
Asymmetric limb dystonia, alien limb syndrome

Hauano > 75 neT, cocyancTble dakTopbl pyUcka, AeMeHLns
The onset occurs at the age of over 75 years and is associated with vascular risk factors
and dementia

KorHUTUBHbBIE HapyLLEHWs, OTCYTCTBME NPU3HAKOB CO CTOPOHbLI BEPXHNX KOHEYHOCTEN
Cognitive impairment, lack of signs from the upper limbs

MoXXeT MMETb NMONOXUTENbHBIA CEMENHBIA aHaMHe3, HO YXYALIeHNe, BeposiTHO, ByaeT
Me[eHHbIM
May have a positive family history, but the condition is likely to progress slowly

XPOHUYECKNI CyXOI Kallerb, MONOXUTENbHAs UMNyJbCHas Npoba ronoebl, Nepudepunyeckas
HerponaTus
Chronic dry cough, positive functional head impulse test , peripheral neuropathy

[MonoxuTenbHbIN CEMENHbBIN aHaMHEe3, MPU3HAKN HDKHUX ABUraTenbHbIX HEMPOHOB
(Hanpumep, dacuuKynauus, NCTOLLEHME)
Positive family history, signs of lower motor neuron lesion (e.g. fasciculation, atrophy)

Mepudepunyeckast HerponaTuKs, nonas crona, notepst PeneKCoB HUKHUX KOHEYHOCTEWN,
KapavomMuonaTtusi, caxapHblil AnabeT 2-ro Tuna

Peripheral neuropathy, cavus foot, loss of reflexes of the lower limbs, cardiomyopathy, type 2
diabetes mellitus

X-cuenneHHoe HacrnenoBaHue, nepudepnyeckas HelmponaTus, NoBeAeHYeckne
paccTponcTBa C UCNOMHUTENbHON ANCHYHKLUMEN

X-linked inheritance, peripheral neuropathy, and behavioral disorders with executive
dysfunction

X0b0BI, HO HapyUICHHWS MOTYT OBITh HECHEIH(PHUHBI IS
IUCOYHKIIUKA MO3Kedka. Pediekchl U MOJOIIBEHHBIE peak-
[IMH CIIEAYEeT MPOBEPUTH HA MPEAMET IMOPAKEHUS MHPAMUJ.
ITonaByieHHbBIE pehIEKCH C AHOMATBLHBIMU CEHCOPHBIMHU JaH-
HBIMH MOTYT yKa3bIBaTh Ha NepupeprIecKyo HEHPOIaTHIO
u nipenmnosniaratb CANVAS, atakcuto @puapeiixa u CHHIPOM
Xpynkoul X-TpemMop-aTakCUH.

VY Bcex MamueHTOB HEOOXOMUMO H3MEPATh apTepHab-
Hoe masieHue, a Takke UCC nexa u CTosA, €CIIM OHH MOTYT
CTOATH B TeueHue 3 MuH. Kpome TOro, cieayer mpoBepuTh
PETPONYNIBCHIO, €CIH TONBKO HET BBICOKOM BEPOSTHOCTH
MPUYMHEHAS MAIMeHTY Bpeda OT Hee. 3a IMOCIeTHHE He-
CKOJIBKO JIET OBLJIO 3aperHCTPHPOBAHO HECKOIBKO CIIydaeB
3a00JIeBaHNN, OMOCPENOBAHHBIX AyTOMMMYHHBIMH aHTH-

tenamu (CV2/CRMPS, Anti-Hu, Homer-3), ¢ cumnromamu,
coorBercTByomuMu  MCA[16-18]. Opgnako 3t ciaydau
00bIYHO OTNIHYAIOTCS OT TUITHYHOTO MCA upe3BbIuaiiHO ObI-
CTPBIM TIPOTPECCUPOBAHNEM CHMIITOMOB B T€UCHUE HENEb
WJIM MECSIICB.

UccrnenoBanus BereTaTuBHON (QyHKIUN. EQMHCTBEHHBI-
MM T€CTaMH, HEOOXOIUMBIMH JIJIsI COOTBETCTBUSI OCHOBHBIM
KJIMHAYECKUM KPUTEPHUSM, SBJISIOTCS OCTATOUYHBIA O0BEM
MOYEBOI'0 ITY3BIpSl TOCJE OMOPOXKHEHUS W apTepHajbHOE
JIaBJICHHUE B TIOJIOKEHUH Jiexka U cTos1. OIHAKO, €CJIM HeoTmpe-
JIEIIEHHOCTH OCTAETCs, APYTHUE UCCICIOBAHUS MOTYT IIOMOYb
JI0Ka3aTh BOBJICUEHHE BEreTaTUBHOM HEPBHOW CHCTEMBI,
Hampumep, (opmanpHas ypoOIWHAMHKA, ITOKa3BIBAIOIIAS
JIUCCHHEPTHIO JETPY30pHOT0 CHUHKTEPA, HIIH IJIEKTPOMHUO-
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rpadus BHEUTHETO aHAJBLHOTO CPUHKTEPA, MOKA3BIBAIOMIAS
XpOHHMYECKHE N3MEHEeHHI penHHepBanuu B sape Onyda (oa-
HAaKoO 3TH JJaHHbBIe He cieupudIHbI 1711 MCA 1 BCTpedaroTes
MIPH JUTUTENBbHOM 60e3Hu [lapkuHCOHA, IPOrpeccCHpyoeM
HaIbSIACPHOM TMapajinde U Mocie ONepalrii Ha opraHax ma-
qoro Tasza) [19, 20].

Heiiposusyanuzayus. Beem manueHTaM ¢ MOIO3pEHUEM
Ha MCA neobxomumo npoiithi MPT ronmoBHOro mosra co
CTaHJAPTHBIMU H JKEIEe30CHEIU(PHIHBIMU IIOCIICAOBATEIIb-
HoctssMu. MPT npu3Haku HMEIOT BBICOKYIO CIIEIU(UIHOCTD
(97%), vo uwyBcTBHUTENBHOCTH NUmb 50% [21]. DyHKIHO-
HaJpHAs BH3yallM3alMs, IEMOHCTPUPYIOMIas THIIOMETabo-
JIU3M TI0JIOCATOTO TeJia UM CTBOJIA MO3Ta IIPH MO3UTPOHHO-
amuccrnorHor Tomorpadun (ITAT) ¢ PTOpAE30KCUTITFOKO301,
MoxkeT moMoub B amarHoctuke MCA [22]. B oTcyTcTBHE
KIMHIYECKH BBIPA)KCHHOW aTaKCHH y MAIMeHTa C HMapKHH-
COHHYECKHMH TIPOSIBICHUSIMH THIIOMETa0O0IN3M MO3KEUKa
MOJeT yKa3bsiBaTh Ha guaruno3 MCA-P, a ue BII. 1 mHao6opor,
MPH OTCYTCTBHH INPH3HAKOB MapKWHCOHW3MA Yy TAIMEHTa
C MO3XEUKOBOH aTakCHel MPU3HAKNA HUTPOCTpHAPHO 10da-
MUHEPTrHYeCKON JEeHEepPBAIlUH 10 TaHHBIM (yHKIIHOHAIBHON
Bm3yanuzanun (OPIKT u I13T) moryT ykas3slBaTh Ha Aua-
rHo3 MCA-C [23]. Ipyrue MeTonasl BH3yaJU3alllH, TaKHe
KaK COHOTr'padus MapeHXHUMBI TOJIOBHOTO MO3Tra, MarHUTHO-
pezonancHas (MP) cnekrpockonus, MP-nuddysnonno-
B3BemeHHas Busyanm3anusa ([ABUW), MP-muddysmnonHo-
TEH30pHas BU3yanu3anusa, MP-Bu3yanusanus ¢ nepeHocoM
HaMarHW4YeHHOCTH U MP-BokcenbHass MopdomMeTpusi, ocTa-
I0TCA B CTaAMH MCCIEIOBaHMS, OJHAKO OBLIO TOKAa3aHO, YTO
MP JIBU otnnuaer MCA-P naxke Ha paHHUX CTagusx 3a00-
neanus ot BII v 310p0OBOT0 KOHTPOJISI HA OCHOBE MOBBIIEH-
HBIX Toka3zarened nuddys3un ckopryns u MCP [24].

ITaruentam ¢ HopMmanbHOM MPT ronoBHOoro Mos-
ra, HO ¢ BBICOKMM KJIMHHUYECKHM momo3peHrneM Ha MCA,
Y.Y. Goh u coaBtops! [8] pexomenaytoT mpoiitu DaTscan
u noBToputh MPT depe3 12—-18 mec. DaTscan 00b19HO TO-
Ka3bIBaCT OTKJIOHEHHS OT HOPMBI y MAI[MEHTOB C KIMHUYE-
CKHM NapKHHCOHU3MOM H HE TT03BOIISIeT Au(PepeHInpoBaTh
MCA, Oomne3np [lapkuHCOHA MK Opyrue aTUHUYHBIC Map-
KUHCOHUYECKHE CHHAPOMEBI [25]. OgHaKko 3TO MOXET OBITh
MIOJIE3HO MPH PACCMOTPEHHUH TaKMX COCTOSHUN, KaK COCYIH-
CTBIN MapKUHCOHU3M, 3CCEHIIMAJIBHBIN TPEMOP UJIU paHHUU
MCA-C, npu KOTOPBIX CHMIITOMBI NMapKHHCOHH3Ma clIado
BBIPa)KEHBI.

Ecmu muarnos wesicen, 19T ¢ ¢Topme30KCHUTIIOKO30M
(@A) MOXeT TOMOYb, BBISBIISAS THIIOMETA00IM3M B CKOP-
JyTe, CTBOJIE MO3Ta MIIM Mo3xedke [26]. B mpoTuBHOM City-
Yae CHUHTUTpadHs cepAlna ¢ MeTaronOeH3WITyaHHIHHOM
(MIBG) MoOXeT BBISBUTH THOCTTAHTJIMOHAPHYIO BETCTATHB-
HYI0 TucQyHKIHIO (00BIYHO He 00HapyKuBaemyto mpu MCA,
T.e. OKHAAaeTCI HOpMabHOE cKaHupoBanue). OmHaKko W pac-
MpOCTpaHEHHbIE 3a00JIEBaHUs, TAKUE KaK CaXxapHBIA Aua0erT,
MOT'yT JIaBaTh OTKJIOHEHHS OT HOPMBI, UTO 3aTYMaHUBAET Kap-
tury. Kpome toro, o 30% manuentoB ¢ MCA MoryT umMeTh
OTKJIOHEHHUS OT HOPMBI IpH ciinHTHTpaduu ¢ MIBG, 4To cTa-
BHT TI07] COMHEHHE IOCTOBEPHOCTH 3TOTO TecTa [27].

Coo0mranocr 0 CHH)KEHHH yPOBHA anb(a-CHHYKJICHHA
B cTUHHOMO3T0BOM kuakoctd (CMIXK) manuentoB ¢ MCA,
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HO B OONBIIMHCTBE HccienoBaHui [28—32] He ymajock
paznuunth manueHToB ¢ MCA wu BII. CHuxenme ypos-
H AB1-42 B CIMHHOMO3TOBOW XHWJKOCTH, TENTHIA IJIH-
HOW 42 aMHHOKHCIOTBHI, KOTOPBIHi 00pa3yeT TOKCHYHBIC
arperarsl 3-amuionsa, u 6ojee HU3Koe cooTHomeHue AP1-
42/AB1-40 MOXHO HCHONB30BaTh I AU GEepeHITNAb-
HOW nmuarHoctuku [33, 34]. KoMOMHUpOBaHUE pa3IMIHBIX
BAXHBIX OMOMapKepOB SIBIISICTCS MHOTOOOEMIAIONIUM TIOA-
XO/IOM K TIOBBIIICHHIO TOYHOCTH AMAarHOCTHKH. [lokasaHo,
49T0 Habop u3 9 OMOMapKEepOB CITUHHOMO3TOBOH XKHUIKOCTH
(NfL, sAPPa, sAPPB, AB1-42, obuuii u pochoprirpoBan-
HBI Tay-0emnok, a-cuaykienH, YKL-40, MCP-1), a takxe
MPOAOIDKUTEIFHOCTh M TSAXKECTh 3a00JIeBaHUS TO3BOJISIOT
nuddepeHnnpoBaTh NaueHToB ¢ bII oT JauIl ¢ aTHNUIHBIM
MapKUHCOHU3MOM C YyBCTBHUTEIBHOCTBIO U CHenH(pHUIHO-
ctbi0 91%. Cpenn Hux NfL, a-cunyknenn u sAPPo nezaBu-
CHUMO TipecKa3biBaiu quaruo3 bII mo cpaBHeHUIO ¢ aTUnuy-
HBIM napkuHCOHU3MOM [20]. Ecnu y manmenTos ¢ BII aSyn
MPENMYIIECTBEHHO HAaKaIUIMBAaeTCs B HeilipoHax, obpasyro-
mux Tenbia Jlesu u veitputsl Jlesn, To y mamuerTo ¢ MCA
OH HaKaIlUIMBAaeTCs MPEUMYIIECTBEHHO B OJIMTOJICHAPOTIH-
aJBHBIX KJIETKaX, 0Opa3yIoMuX TJIHaJbHBIE UTOIIa3Ma-
trdeckue BKIroueHus [35]. CpenHuil BO3pacT MalMEHTOB
¢ MCA coctaBnser 55-60 net, a cpeHss BBDKHBAEMOCTH
C MOMEHTA IMOSBJICHUS JBUTATEIBHBIX CHMITOMOB 8—9 JeT,
XOTsI B HEKOTOPBIX cllydasiX ¢ JOKa3aHHOM MMaToJOruei npo-
JIOJDKUTENIBHOCTD KU3HU MpeBbimana 15 mer [1].

OO01Mii MoaXo K JIEYEeHHI0 IBUIaTeJIbLHBIX CHMIITOMOB
npu MCA [8]

THapxunconuszm. UMerotes cnadble JOKa3aTeNbCTBa TOTO,
gyto L-moma 6onee agdexruBna mpu MCA, 4em arOHUCTHI J0-
(hamuHa. YIUTHIBAsI TOMOJHUTENBHBINA 00JIee BRICOKUH PUCK
HapyIIEHUH KOHTPOJS HAJl UMITYJIbCAaMH MPH IpHEME aro-
HUCTOB A0(haMHHA, MBI MPEANOYNTAEM B MEPBYIO OYEpenb
ucnonb3oBath L-momy [36]. ®okanpHash TUCTOHHS KOHEU-
HOCTEH MOXET XOpOIIO pearupoBaTh Ha OOTYIMHHUYECKUN
TOKCHH, HO Ba)XKHO COOJIOAaTh OCTOPOKHOCTH MPH JICUCHUH
[EPBUKATBHON IOUCTOHWH WM AQHTEKOJUINCA, IOCKOIBKY
WHBEKIINH B 00JIaCTh IIYOOKHMX crudaresel men MOTYT BbI-
3BaTh BeChMa 3HaUUTENbHYIO aucharuto. [Ipu anTexomtmce
U JIATEPOKOJINCE MAIIMEHTaM YacTO ITOMOTAl0T MOAACPIKH-
BAaOIIME MOAYIIKY (HATIpUMEp, TOAACPIKKA IICH).

Pexomennamnuu:

* paHHEe HallpaBJCHHE Ha (PU3HOTEPANHIO U dprorepa-
MU0, 9TOOBI TIOMOYh COXPAaHUTH HE3aBUCHMOCTH Kak
MOJKHO JIOJIBIIIE;

* BCE MAI[MCHTHI C TAPKMHCOHU3MOM JOJKHBI TPOUTH UC-
CJIeJOBaHHE C MEIJICHHBIM TIOBBIIICHUEM J103BI L-11011HI,
o KpaiiHeld Mepe 110 1 T B JIeHb B TeUeHHE 3 Mec.;

* YMEHBIINTh THUTPOBaHHE mpemapara L-moma, xorma/
€CIY OH OOJIBIe He cunuTaeTCs 3PGEKTUBHBIM, HO BOC-
CTAQHOBHUTH IOCJIETHIOIO /103y, €CIIM HACTYIHIIO YXY/I-
IICHHE;

* y NAaLlMEHTOB C OPTOCTaTHYECKON T'HNIOTEH3UEN Ccleny-
€T PaccMOTPETh BOSMOXKHOCTH OJHOBPEMEHHOTO IIpPHU-
MEHEHHSI MHJOIPHHA, €CIH MEeXAy Ao3aMH L-mombl
CyIIECTBYET HE MEHee 4-4acOBBIE HHTEPBAJIBL;
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* L-tona ¢ MoOAuGUUIHMPOBAHHBIM BBICBOOOXKIEHHUEM
MOJKET OOJIErYUTh HOYHBIE CHMIITOMBI, HO Ha/J0 OBITH
OCTOPOXXHBIM C HOYHOHM T'MIIOTEH3HEH, 0COOEHHO Y JIf0-
Jieil ¢ HUKTYpHeH U mpobiIeMaMHu ¢ TIOABH)KHOCTBIO.

Amaxkcus u 20n1080Kkpyxcenus. Jid TaHHBIX HApYyIICHUI
HE CYIIECTBYET MOKa3aHHOH 3¢ ¢exTuBHOI (apmakorepa-
MTHH.

Pexomennanuu:

* paHHEe HampaBJIeHHE Ha (PU3HOTEPANTHIO U TPyI0TEpa-

MHIO;

* HEOOXOIUMO TEePECMOTPETH JIEKapCTBEHHbBIC Ha3Hade-
HUS U OTKA3aThCA OT HEHY)KHBIX MHOPEIAKCAHTOB MITH
JTHEBHBIX CETaTUBHBIX CPEICTB,;

* WCKaTh ¥ JICYHTH COMyTCTBYIOMHE 00paTuMBble TPUYIH-
HBI TOJIOBOKPYKEHUSI.

Jlucmonus. Hamo onpenenuts, SABISCTCS U JUCTOHUS
BTOPUYHONH @10 OTHOLIEHHWIO K MAUCKWHE3UH, BBI3BAHHOU
L-momoit (T.e. yBemmyuMBaeTcs NMPH MaKCHMAaJbHOH [03€);
eCM J1a, TO CKOPPEKTHUPOBATH MPHEM JEKapCTBa COOTBET-
CTBYIOIINM 00pa3om.

Pexomennanuu:

* HEJICYCHHAS FUIM MPOXOASAIIasi TUCTOHUS MOXKET ITOJI-

JaBaThCs JICUCHUIO L-1010if;

* (oxampHAs AWCTOHUS MOXET pearnpoBaTb Ha WHB-
eKIuu OOTYJIOTOKCHHA, TOT/a KakK TeHepan30BaH-
Hasg IUCTOHHS MOXET pearupoBaTh Ha KJIOHA3emam
B nmo3e 0,5—1 mr unu 6akymodeH B 103¢ 5 MI' TpHU pasa
B JIHb. DTO CIIEAYET JIeNaTh B COYETaHUU C (PU3HOTe-
panuei npu NIUHUPOBAHUY;

* MOXXHO MONTPOOOBATh AHTHUXOJIUHEPTUIECKHUE ITpenapa-
TBI, HO BET€TaTUBHBIC TOOOYHBIE AP PEKTHI MOT'YT OT'pa-
HUYUTH UX IPUMEHEHUE;

* MOXET IIOMOYb HAIpaBJICHHE Ha (PU3UOTEPAIHUIO IS
pacTATUBAaHUSA W HAJOXKEHHUS IIMH BMECTe C OOTYJO-
TOKCHHOM.

JleyeHne cepaevyHO-COCYIHCTOH BereTaTuBHOM
JUCPYHKIUH

Opmocmamuueckaa zunomen3us. B TepByio odepens
MBI PEKOMEHAYyeM MalueHTaM WMETh JOMAIlHUN ammapar
IS U3MEPEHUsT apTEepHalIbHOTO JABIICHUSA, YTOOBI JIydIle
WHIWBHIYaTN3UPOBaTh JedeHHe. [IpropmuTeToM IOJKHO
ObITh HeapMmakooruueckoe JiedeHue. Jlydmmm nogxonom
K ($apMaKoJIOTHUECKOH KOPPEKIIUU HEHPOreHHOW OpTOoCTa-
THYECKON THTIOTSH3UH ABJISETCS MUOAPHUH [37], anbda-aro-
HHCT, KOTOPBIH MOBBIIIACT KPOBSHOE NABIICHHUE 3a CUET Ba-
30KOHCTPUKIIMU. HaunHAIOT ¢ 10361 2,5 MT TpH pa3a B JIeHb
C TIOCTENCHHBIM IOBBIIIIEHUEM 03Bl Ha 2,5 MT €XCHEAETHHO
1o 10 Mr Tpu pasa B I€Hb B 3aBUCHMOCTH OT CHMIITOMATHKH.
[ToGounbIe 3¢ HEKTH BKIIOYAIOT J0303aBUCUMYIO THIIEPTEH-
3MIO B ITOJIOKEHUH JIeXKa U 3y]T KOXKH TOJIOBHI. [IpoTHBOIIOKa-
3aH MAaleHTaM C HapyLIICHUSIMHU CEePICIHON ITPOBOIUMOCTH
¥ BBICOKHM COCYIHCTBIM PUCKOM, HAIIPHMEp, IpH HHapKTE
MHOKapJa W WIIeMHYECKOM WHCyNbTe. [laruentam, mpuHu-
MaloIIUM MUJOAPHUH, CIEAYeT PEKOMEHIOBATH OCTAaBATHCA
B BEPTHUKAJIHHOM IOJIOKESHHUH TIOCIIE €T0 IIPUMEHEHH S, YTOOBI
n30eXaTh THIIEPTOHNUH B TTOJIOKEHUH JIeXkKa; €CIIH OHH TPEe-
BUJAT HEOOXOAMMOCTH JIeUb, OHH MOTYT IPONYCTHTH IIpe-

IBIAyIryIo po3y. [locinennss no3a MuAoApHHA JOTKHA OBITH
MPUHATA KAK MUHUMYM 3a 4 9 10 CHa, YTOOBI CHU3UTH PUCK
TUNEPTEH3UH B IOJIOKECHUH JieKa. [[MpuIoCTUTMUH, BEPOAT-
HO, IEHCTBYET 3a CYET yBEIHMYCHUS JOCTYIHOCTH aIleTHIIXO-
JIWHA B BETETaTUBHBIX TAHTIUAX, YIACTBYIOIKX B Oapoped-
JIEKCe, TeM CaMBIM MOBEIIIAst KPOBSHOE IaBlIieHUE Oe3 rumep-
TEH3UH B TOJOXKEHUH Jieka. Ero MoxHo HadaTh ¢ 30 Mr TpH
pasa B IeHb W YBEIUYHBATh eXeHeaeabHo Ha 30 MT 10 Mak-
CUMAaJBHOM cyTouHOU 10361 360 Mr [37].

Pexomennmanun:

* HehapMaKOJIIOTHYECKHE METOMABI CIIEAYeT OmpoOOoBaTh
y BCEX ITallNEHTOB,

* (hapMaKoIOTHYECKOE JIEYCHHE BKIIIOYAET MHIOIPHH
(mepBas nuHUSA), 3aTeM (IYIPOKOPTHU30H, 3aTeM MMHPH-
JOCTUTMUH;

* PETYISIPHO MPOBEPATH HEOOXOAMMOCTH (papMaKOIOTH-
YECKOTO JICYEHHUS, MMOCKOIBKY MPOrpecCHpyromas 1mo-
Tepsl MOJABMKHOCTH YMEHBIIACT MPOJOIIKUTEIBHOCTH
MpeObIBaHUS B BEPTUKAJIBEHOM TOJ0KEHUH;

* MpPH apTEepHATBHON THIEPTEH3NH B IMOJOXKECHHH JIexKa
MBI CTPEMHMCS K JOCTH)XEHHUIO CHCTOJIMYECKOTO ap-
TepuajbHOTO NaBiieHuss < 180 MM pT. CT. B TOPHU30H-
TalbHOM TIONOXKeHHH. Ecim HeoOXogumo JedeHwe,
MBI HAYMHAEM C HU3KOH 710361 Ha HOYB (5 MT HU(euu-
Ha/25 Mr JI03apTaHa), HO C OCTOPOKHOCTHIO OTHOCUMCS
K THIIOTOHHH, OCOOCHHO €CIIM MalHueHTaM HeoOXomu-
MO MOOWMIIM30BaThCS HOYBIO M3-3a HUKTYpHH. [Ipyrue
(hapMakoIornUecKre BapUaHThI BKIIIOYAIOT KJIOHHUIHH
(0,1-0,2 MT) MK IIACTHIPH C TPUHUTPATOM TIIUIEPHHA
(0,1-0,2 mr/a) [38].

Jlecounas cunepmensus

Pexomennmanun:

* MOJHATH U3TOJIOBRE KPOBATH MHHIMYM Ha 30° Ha HOUB;

* 110 BO3MOXKHOCTH HaJ0 M30eraTh MOJOKEHHUS JeKa Ha
CIIMHE B T€UYCHUE JIHS;

* TMOCTENHSS J03a MHUIOAPHWHA JNOJDKHA OBITH IPUHSTA
HE MeHee 4eM 3a 4 4 10 CHa;

* MOJET ITOMOYb HEOOIBIIONW OOTaTHIi YIIIeBOJAMH IIPH-
€M TIHIIU TT03HO BEYEePOM;

* NPUHUMATh aHTUTHIEPTEH3WBHEBIE IPernapaTsl KOpoT-

KOTo JAeWcTBUSA (HampuMmep, HUDETUTTUH/T03apTaH)
Tepes CHOM.

THocmnpanouanvhas 2unomonus

Pexomennmanun:

* MPHEM MHIIA HEOOJBIIMMH MOPIHAMU C HU3KHM CO-
JIep)KaHUEeM YTJICBOJIOB, YBEJIMYHMBAs YACTOTYy MpHeMa
MTHIIH;

* IpUeM MUIOJPHHA CICIYET MPOBOIUTH BO BPEMsI €/Ibl;

* PaccMOTPETh BO3MOXKHOCTD MCITOJIb30BaHUS aKapOO3bl
U OKTPEOTH/Ia, XOTSI OKTPEOTHU/] TI0 ITOMY MOKA3aHHIO
MPO/IAETCS TOJNBKO IO PELENTy B CIElUaTU3UpPOBaH-
HBIX [ICHTPAX.

3aodepacka moyu. TIpex e 4eM HAYATh JICUCHUES CHMIITO-

MOB HAKOILICHHS] MOYH, MBI PEKOMEHIYeM MPOBEPUTH 00bEM
MoCcJIe MOYCHCITYCKaHUS U, €CITU OH mpubmmkaercs k 100 mo,
MMOBTOPHUTH 3TO Yepe3 2 HEA. MOCie Havana JiedeHus. [lamu-
€HTaM, KOTOpbIe He pearupyroT Ha NepopasbHbIe MPEnaparThl
0e3 MpU3HAKOB aKTUBHOW WH(EKIINH, MOKHO PACCMOTPETh
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BO3MOXKHOCTh BHYTPHITY3BIPDHOM HHBEKIIMK OOTYNHHA, KaTeTEePU3aluI0, Mbl PEKOMEHYEM IIOJHOCTBIO OTIOPOXKHATH

HO TAI[MEHTOB CIEAYET MPEAYIPEAUTH O TOM, UYTO ITOCIIE JIe-
YEHHS] UM MOXET NMOTPeOOBaThCS KaTeTepU3aLnsl.

Pexomennanuu:

* MU3MEHUTH MOTpeONIeHNEe KUAKOCTH, M30erarh Koden-
Ha, KUCJIBIX COKOB M Ta3MPOBAaHHBIX HAITUTKOB;

* pa3TUYHBIC AHTHMYCKapHHOBBIE CPEACTBA HMEIOT IPH-
MEPHO OJWHAKOBYIO 3((EKTHBHOCTH; BBIOMpaiiTe Ha
OCHOBe MecTHOro (opmyisipa. Eciu Bam HyXeH Mme-
Hee CeJaTHBHBIA BapHAHT, PACCMOTPUTE BO3MOXKHOCTH
npuema Tpocrimyma MR 60 MT onuH pa3 B 1eHE;

* 0eTa-3-aroHHUCTHI (HapuMep, MApPadErpoH) obIagaroT
JOTIOTHUTEIBHBIM IIPENMYIIIECTBOM, 3aKITI0YAFOIIAMCS
B MIOBHIIIICHUH apTEPHATBHOTO TaBICHUS (IIOJIE3HO JJIS
narueraToB ¢ MCA), HO MOTYT yCyryOnaTh THIIEPTEH-
3HIO B ITOJIOKCHUH JIEKA;

* B PE3UCTCHTHBIX CIIy4asX MOXXHO PacCMOTpPETh BHY-
TPUITY3BIPHOE BBEICHNE OOTYIOTOKCHHA HITHA YPECKOXK-
HYIO CTUMYJIAIHIO O0NbIIe0epoBoro HepBa;

* Mepe] HaYaJIoM IMpHEeMa Ipernapara CIeAyeT CIEANTH
32 OCTATOYHBIM O0BEMOM IIOCIEC MOYCHCITYCKaHUS.
Eciu 06bem npubmmkaetcs k 100 M1, MOBTOPUTH MPO-
Henypy 4epes3 2 Hel. IOocie Hadaja mpreMa JIEKapCTB,
4TOOBI TPOBEPUTH 3aJEPKKY. DTO MOKET MOTPeOOBATH
0o MpeKpaIlieHus mpruemMa mpemnapara, JM00 UCIOJb-
30BaHMS KaTeTepa.

Heoeporcanue mouu. Muorue nanueatsl ¢ MCA ¢ mpo-
O6eMaM#i MOYCHCITYCKaHUS (HalpuMep, OCTaTOUYHBIH 00beM
mocie Moyencmyckanus > 100 M) mepBoOHAYaIBHO UCIIONb-
3YIOT NEPHOANYECKYI0 KaTeTepusanuio. OTHAKO co Bpeme-
HEM CHHW)KEHHE JIOBKOCTH PYK M TPYAHOCTH C BBEICHHEM
MOTYT BBI3BAaTh 00Jb U MHPEKIINH MOYEBBIBOISAIINX MTyTEH.
[IpenmymiecTBa HaIIOOKOBOTO KaTeTepa BKIIOYAIOT MOBBI-
IICHHBIH KOM(POPT U OTCYTCTBHE PUCKA TPABMBI/3PO3UH ype-
Tpel. OHU TaKKe C MEHBINEH BEPOATHOCTHIO 3a0JIOKUPYIOTCH,
MTOCKOJIBKY MOKHO ITOCTaBHTH KaTeTep OONBIIETo TuaMeTpa.
Taxum 06pa3oM, MBI OOBITHO PEKOMEHTyeM HAIINM MaI[ieH-
TaM HaJUTOOKOBBIE KaTETEPHl. XOTS JaHHBIE HU3KOTO YPOBHS
MO3BOJISIOT MPENIMONOKUTh, YTO OaKTEPHypUs CHIKACTCH,
HET HUKAKHX JOKa3aTeIbCTB TOTO, YTO OHH BBI3BIBAIOT MCHb-
mee KOJTWMYEeCTBO HMH(MEKIHMIl M CYIIECTBYEeT BEPOSTHOCTH
moaTeKaHus yepes yperpy [39].

Pexomennanuu:

* MyXx4uH cTapire 60 et ciaexyer oocienoBaTh Ha Ipe-
MET YBEJIWYECHHS MPOCTATHI, MIOCKOIBKY OHO OOBIYHO
CHO0COOCTBYET MOSIBICHUIO CHMIITOMOB,

* ©CJIM OCTaTOYHBIN 00BEM MOCIIE MOYEHCITYCKAaHUS TIpe-
Bermaet 100 M1, B mepByIO odepenb pacCMOTPETh BO3-
MOKHOCTb MEPUOJUYECKON CaMOCTOATENbHON KaTeTe-
pHU3alM{ TMAIMEHTOM HJIM JHUIIOM, OCYIIECTBISIONIUM
yXxon, o KpaitHeit Mmepe 3—4 pa3a B IeHb;

* y MaIUEHTOB, KOTOPbIE HE MOTYT BBHITIOIHATH IEPUOIHU-
YECKYI0 CaMOKaTeTEPHU3AIHIO, PACCMOTPETh BO3MOXK-
HOCTH YCTaHOBKHM KaTeTepa Ha IIINTEIBHBINA CPOK;

* KaK MOXHO PaHBIIE OIICHUTHh BO3MOKHOCTh YCTAHOBKH
HaJJI00KOBOTO KareTepa.

Huxmypusa. Y 6onpabIXx ¢ MCA HUKTYpHS YacToe SBJIe-

Hus. llamuenTaM, TPaKTUKYIONIUM IEPHOAMYECKYI0 CaMo-

MOYEBOH ITy3BIPh HEMOCPEACTBEHHO MEpe] CHOM. AHTUMY-
CKapHHOBBIC CPENCTBAa MOTYT NMOMOYH (€CIM OHH HE CBA-
3aHBl C HOYHOH monnWypueil), HO CIIOCOOHBI BEI3BAThH Ce-
JATUBHBIA 3P QeKT, KOTOPHIH MOKET MPUBECTH K HOUHBIM
nageHussM. HeT HMKakWX JOKa3aTEIbCTB B MOJB3Y TOTO,
YTO KaKOW-THO0 aHTUMYCKapHHOBBIH IIpemapat MpeBoCcXo-
IUT IPYTOH, © MBI PEKOMEHyeM ITPOBOAUTE JICUCHHE B CO-
OTBETCTBHH C HAI[MOHATBHBIMU PEKOMEHIAIMsAMH. Y Ta-
nueHToB ¢ MCA MokeT HaOIIONaTHCS HOYHAS TIONHY PHS
(> 33% cyTo4uHO# MPOAYKIIMK MOYU IPOUCXOJUT B HOUHOE
BpeMs) M3-3a CHIKCHHUS JHEBHOTO Mepdy3HOHHOTO JaB-
JICHUsI TIOYEK C OpTOCTATHYECKOW TumnoTteH3ueil. B stom
CIyd4ae MOXXET IOMOYbh HWHTpaHa3aJbHBIH ECMOIPECCHH
(10 Mr Ha HOYB), HO MAIUEHTaM HEOOXOIMM MOHHTOPHHT
TUIIOHATPUEMHUHN UCXOIHO, Yepe3 | Hea. mociie KOPPeKIun
J03bl, uepe3 1 Mec. u 3 Mec. B TajbHEHIIIEeM, €CIIH COCTOS-
HHE CTaOUIIBHO.

Pexomennanuu:

* YMEHBIINTH NOTPEOICHNE KUIKOCTH 32 3—4 ¥ 10 CHA;

* HEKOTOPBIM MAIlHEHTaM MOXKET IOMOYb BEUCPHUH MPH-
€M aHTHXOJIMHEPTUYECKUX MPENapaTos.;

* IpH HEOOXOOMMOCTH MOXHO PAacCMOTPETH BO3MOX-
HOCTh WHTPAHA3aJIBHOTO BBEICHHUS ICCMOIPECCHHA,
HO TpeOyeTcsl peryasapHBI KOHTPOIb yPOBHS HATPHS
B CBIBOPOTKE HM3-3a €r0 TMIIOHATPHEMHYECKHX M000Y-
HBIX 9P PEKTOB;

* €CIIM CYILECTBYET CONYTCTBYIOIIMN PUCK HOYHOW T'U-
MTOTOHUH, PACCMOTPUTH BO3MOXHOCTD HCIIOIb30BAHUS
OyTBUIOYEK FUTH TTPOKJIAZOK IS CHIDKEHU S TTOIBH)KHO-
CTH B HOYHOE BpEMSI.

Opexmunvuas oucynkyus. HeoOXoguMo yUHTHIBATS,
4TO TUCHYHKIHS MOXET OBITh CBA3aHA KaK C BEreTaTUBHOM
IUCHYHKITHUEH, TaK U C IICUXOJIOTHYECKUM BO3/ICHCTBUEM 3a-
0oJeBaHMS, U IEIUTH COOTBETCTBYIOIINM 00pazoM.

Pexomennanuu:

* UHrUOUTOPEI pochoamscTepasbl 5 AEHCTBYIOT XOPOIIIO,
HO YacTO BBI3BIBAIOT THIIOTOHHUIO, YTO OTPAHMYHBACT
ux 3¢HEKTUBHOCTb.

Cuanopes. llpu cuanopee OOBIYHO XOPOIIO TOMOTAIOT
aTPONUH U UIIPATPONHS OPOMU, TOCKOIBKY HAIIUEHTH MO-
TyT KOPPEKTHPOBATH T03UPOBKY M BpeMs npuema. Eciu ato-
T'0 HEIOCTATOYHO, MBI OOBITHO PEKOMEHIyeM TIOJIOBUHY IIJIa-
CTBIPS C THOCITMHOM Ha 72 9 B TEYCHHE HECKOJIBKHUX HeJeIb,
a 3aTeM IpU HEOOXOAMMOCTH YBEJIHYUTH €ro J0 IOJTHOTO
MJIACTHIPS. Y MalmueHToB 0e3 naucdaruu KeBaHWe PE3UHKH
MOXET YBEIIUYUTh YaCTOTY TJIOTaHUS M TEM CaMbIM IIOMOYb
npu runepcanuBanuu [40].

Pexomennanuu:

* WCTIONB30BaHUE «HE 0 Ha3HAYCHUIO» 1% TIIa3HBIX Ka-
Meab aTponuHa (IPUHUMAEeMbIX MepOopajbHO) MO JIBE
KaIlUIH 110 Mepe He0OXOIUMOCTH, HO JI0 TPEX Pa3 B JICHB,
JIOJKHO OBITH JICYCHHEM TEePBOM JIMHUH y MAIUEHTOB,
CIIOCOOHBIX CaMOCTOSATENBFHO BBOAWTH IIpenapar MU
coo0mIaTh 0 CBOMX MOTPEOHOCTAX. B kKauecTBe anprep-
HATUBBI MOXXHO HCIIOJIF30BATHh WHTATISATOP UIIPATPOIIHS
Opomuna (1-2 WHTANAIUU JO YETHIpEX pa3 B JICHB)
HE 110 Ha3HAYCHUIO,
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* IJIACTBIPH C THOCIHHA THAPOOPOMHIOM M TOAKOKHOE
BBEJICHHE TJIMKOMUPPOHHUS OpOMHJa MOTYT IOMOYB,
HO TSI 00JIET9eHUsI CAMIITOMOB MAI[HEHTaM 9acTo Tpe-
OyroTcs 12-HenenbHbIe MHBEKIIUHA OOTYIOTOKCHHA.

Peub. PanHee HanpaBiieHNE HAa PEUYEBYIO U SI3bIKOBYIO Te-
pamnuio BayKHO JUISI COXpAaHEHHS! KOMMYHHKAIIUHU (HalIpuMep,
C TIOMOIIIHIO TOJIOCOBOM TEepPAITMK UIIH PEUEBBIX T00ABOK) KaK
MOKHO JIONBIIE M BO M30eXaHHE yMyMIEHHBIX BO3MOXHO-
CTel, TAKMX KaK T'OJIOCOBOM OaHKHHT.

Inomanue. Her HUKakux JOKa3aTeNbCTB TOrO, YTO TIa-
CTPOCTOMHS CHIIKAET PHCK aCHUPAIINH/TIOBBIIIACT BBIKH-
BAeMOCTh MAIIMCHTOB, HO €€ MOXXHO CUHMTATh JCHCTBCHHOM
MepoH IS yNydIIeH!s KauecTBa KU3HU (CHIKEHHE Oecrio-
KOMCTBA I10 TIOBOJY €/bl, HATPY3KHU Ha JIEKapCTBa U yIIydIIIe-
HHE COCTOSIHUS THIPATAIIHH).

Cmpuoop u opyaue pecnupamopHule npobdaemsi. [lannen-
THI ¥ JIUIIA, OCYIIECTBIISIOMINE 32 HUMHU YXOJI, 4acTo IO To-
HIATHBIM IPHYWHAM OECITOKOSATCS TI0 MOBOAY cTpuaopa. Pe-
[ICHHUE O €TO0 JICYCHUH C IIOMOIIBI0 HEMHBA3WBHON BEHTHIIS-
MU £ TPAXEOCTOMHUH OOBITHO PEIIAeTCs MEX Y MaIlHEHTOM,
ero cembeit u 6purazoii /JJIOP. Tem He MeHee OCMOTp HaJrOp-
TaHHHKA Mepe]l JICICHUEM TI0JIe3€H, TIOCKOJIBKY y MallueHTOB
¢ MCA (mo 71%) HanropTaHHUK MOXET OBITH BSJIBIM, CME-
aThCS MMOJ AaBICHHUEM BO3/1yXa, OJOKHPYS TaKUM 00pa3oM
Tpaxeto [41]. UmetoTcst muimpb cnadble J0Ka3aTelbCcTBa J0I-
TOCPOYHOU MOTB3bI HEMHBAa3UBHOW BEHTHIIAIINH JIETKUX FIIH
TPaXxeOTOMHUH, U Ba)KHO, YTOOBI MMAIIHEHTHI/CEMBH TO TTOHU-
Manu; OCHOBHAS LEJTh JICUCHHUS] — yIyYIIeHHEe CHMIITOMOB,
a HaJIMYHEe TPaxeoCTOMBI HJIU alllapaTta HEeMHBAa3UBHOM BEH-
THJIALNH JETKUX He MPEIOTBPAIIACT BHE3AITHYIO CMEPTh.

Pexomennanuu:

» Hanpasienue k JIOP-Bpady Ha TapHHTOCKOIIHIO (CpOU-
HO — TMAaIHMeHTOB, COOOIIAININX O JAPUHTOCIA3ME)
B MEPBYIO OYepenb IS HUCKIIOYCHHS MEXaHWYECKUX
MOBPEXACHUN WJIM IPYTHX BTOPUYHBIX IPUYUH JTUC-
(YHKIIMH TOIOCOBBIX CBA30K;

* JIGKapCTBEHHAs PH/IOCKOIMS BO CHE FUIM BHJCOIONHU-
comHorpadusi, €CIT UCCIICIOBAHMS B COCTOSTHUH 00JIp-
CTBOBAHUS HE BBISBHIIN IIPUYNHEI,

* CPAP-tepanusi yMEHBIIa€T CHUMITOMBI CTpPUIOpA,
HO 0e3 IPH3HAKOB YBEINUCHHS BBRI)KHBAEMOCTH;

* TPaxeoCTOMHS YCTPAaHSIET CUMIITOMBI CTPUIOPA U MO-
KET yBEIMYHUTHh BBDKHBAEMOCTh, HO JOKa3aTENbCTBA
atoro ciaber [41].

Cunopomul, césazanubie co cHom. Bce mamueHTs ¢ pac-
CTPOHCTBOM TIOBeICHUA B (ha3e OBICTPOro CHa HYXIAIOTCS
B 0€30IacCHBIX YCIIOBHSX CHa. B 3aBHCHMOCTH OT CTeleHU
TSOKECTH PACCMOTPETH BO3MOYKHOCTH OITYCTUTH KPOBATh, MO-
JIOXKUTH Ha TIOJI MSTKHE KOBPUKH M CIBUHYTH IPUKPOBATHEIC
TyMOouku. [lapTHEpaM Mo mocTenw MOryT MOTpeOoBaThCA
OT/IEeTbHBIE KPOBATH, YTOOBI H30€XKaTh TPABM.

WmeroTcss nummb OrpaHHMYEHHBIE IOKa3aTENbCTBA XO-
poriero kadecTBa Mpu (apMaKOIOTHYECKOM JICUCHHH pac-
CTpOMCTB TOBeneHHsT B (paze ObICTporo cHa. MenaTOHUH
MOXeT ObITh MeHee (D (PEeKTUBEH, YeM KIIOHA3EaM TP HTH-
OIaTUYECKOM PAacCTPONUCTBE MOBEICHIS BO BpeMs OBICTPOTO
CHAa, HO, YUYUTHIBAs IPYTHE PECIUPATOPHBIEC MPOOIEMBI IpH
MCA (manpumep, oOCTpPyKTHBHOE allHO? BO CHE, TMIIOBEH-

THJIAINIO), MBI COBETYeM B MEPBYIO OUYepelb MEIaTOHHH
[8, 42]. Hapymenus cua npu MCA BkIIf0o4aloT 6€CCOHHUILY,
HOYHOE JIBUTATEIbHOE BO30YKICHHE, CBI3aHHOE C HapyIIe-
HUEM TIOBeieHUs B ¢aze OpICTporo cHa, y 90% mamueHToB
1y 28% — pacnpocTpaHEHHOCTh CHHIPOMa OECITOKOHHBIX
Hor. Hapymenwne neixanust Bo cHe (HCH) Taxxke sBmsercs
OIHUM W3 HamboJee YacTO BCTPEYAIONIUXCS HOYHBIX pac-
CTPOWCTB M BKIF0YaeT 00CTpyKTUBHOE arrHod BO cHe (COAC)
B 15-37% cnydaes, nentpaisHoe amHod Bo cHe (LICA), ru-
MOBEHTHJISIIINIO BO CHE M, YaIlle BCETO, CTPUIOP — OMACHOE
IS )KU3HH COCTOSTHHE, KOTOPOE MOXKET MMPUBECTU K OCTPOH
JIBIXaTeIbHON HEOCTATOYHOCTH U BHE3aImHOH cMepTH [43].

Pexomennanuu:

* IIpY HATUYIUHU PACCTPOUCTB NoBeneHUs B (ha3e ObICTPO-
T'0 CHa — TOCTapaThCs CO3AaTh YCIOBUS IS Oe3omac-
HOTO CHA KaK MaIlleHTy, Tak 1 naptaepy. Ecnu manuen-
tam ¢ MCA HeoOXOmuMBI JIeKapCTBa, NMePBON JTUHUEH
ABIISICTCSI MEJIATOHUH, a BTOPOH — KJIOHa3emaMm H3-3a
MTOTEHIINAJIBHOW COHJIMBOCTH M CTPHIOPA;

* 00CTPYKTHBHOE aITHO? BO CHE — €CITH CHMIITOMEBI YXY/I-
AT Ka4eCTBO XU3HU WM 0ain DmBopTta > 9, merne-
coo0Opa3Ha KOHCYJIBTAI[Usl COMHOJIOTA;

* CHHIPOM OECHOKOMHBIX HOT — CIIEAYeT IIPOBEPUTH
KOHIICHTPAIIHMIO JKeJe3a B CBIBOPOTKE Y BCEX TAIlMEH-
TOB. [IpM COXpaHAIOMUXCA CHMITOMaxX — JICYEHUE
rabaneHTHHOM/TIperabaJimHOM I PAacCMOTPETh BO3-
MOXXHOCTh Ha3HAYEHHUs aroHUCTa nodamMuHa (HAIpH-
Mep, portHUpoIa) [42].

3akiarouenue

Tounsbrit knuandecknit nuarao3 MCA tpeOyeT Haam4us
BEreTaTUBHON NUCHYHKIHNH B COYCTAHUH C MAapKUHCOHU3-
MOM, KOTOPBIH ILJIOXO IMOAaeTcs JieueHuto L-momnoi, u/umu
MO3KEUYKOBOW aTakcwe. XOTs A0CTOBepHO nuarHo3 MCA
MOXET OBITh yCTAHOBJIEH TOJBKO IIPHU MOCMEPTHOM MOA-
TBEPKJICHHUH TI0 YETKO ONPEICIICHHOM CXeMe, BEPOSITHBIN TH-
aruo3 MCA paccMmarpuBaeTcs, KOrja UMeeTcs MapKUHCOHH-
YeCKUH CHHIIPOM CO CIa0OW 4yBCTBHTEIBHOCTHIO K L-mome
(MCA-P) u/unu mo3zxeukoBbiii cuagpom (MCA -C) cBsa3aH
C BEreTaTUBHOI HEIOCTATOYHOCTHIO. BO3MOKHBIN AUArxHos
MCA ycraHaBiIMBaeTcs, KOTAA CIOPATUYECKUil TapKUH-
conusM B3pocibiXx (MCA-P) nim MO3:KE€UKOBBIH CHHAPOM
(MCA-C) conpoBoXXIaeTcsi BEereTaTUBHOW AHCHYHKIIHEH
M XOTs ObI OJTHUM MPHU3HAKOM W3 CIHCKA JOMOJIHHUTEIHHBIX
TPEBOXXHBIX MMPU3HAKOB. B mociiegHme roqsl JOCTUTHYT 3Ha-
YUTENBHBIN MIPOrpecc B METONAX HEHPOBU3yaIH3aIlud U UX
MPUMEHEHUH JIJISI UCCIICIOBAHUS HEMPOIeTeHEPATUBHBIX 3a-
Gonesanmii. Hu onuH M3 3THX MHCTPYMEHTOB caM 1o cebe
HE CIIoco0eH 00ECIIEUNTh BCE HEOOXOAMMBIE KOJINYECTBEH-
HbIE ¥ Ka4eCTBEHHBIE U3MEpsIeMbIe pe3yIbTaThl. TeM He Me-
Hee MYJIBTUMOJATBHBIN ITOIXO/T C UCTIONH30BAHUEM ITHX HH-
HOBAIIMOHHBIX TEXHOJOTMH KaK YacTH JUATHOCTHYECKOIO
WHCTPYMEHTAPHUSI, BEPOSITHO, IPEAJIOKHUT JIYUIIHI Iy Th s
Oyamymiero mporpecca Kak B KIIMHUYECKON THarHOCTHKE, TaK
n B uccienoBauugx MCA. CHUMIOTOMAaTHYECKOE JICUCHUE
MCA TtpebyeT CIoKHOTO0 MYJIBTHUMOJATHHOTO HOAXOAA IS
KOMIICHCALIMU BETETATHMBHON HENOCTATOYHOCTH, OOJjerde-
HUS TTAPKUHCOHHU3MA, MO3KEYKOBOW aTAKCUHM W CBSI3aHHBIX
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C HAMH HapylieHuH. Hu oquH U3 IOCTYIHBIX METOIOB Jie-
YeHHs CYIIECTBEHHO HE 3aMeIUIIeT arpecCHBHOE TEUCHHE
MCA. CoBpemMeHHas HayKa HYX/IaeTCs B JOIOIHUTEIEHOM
MOVICKE PaHHUX, CIICIU(PHUECKUX U BBICOKOUYBCTBHTEIIBHBIX
MapKepoB O0JIE3HU U JICUCHHU .

Kongpnuxkm unmepecog. ABTOPHI 3agBISIIOT 00 OTCYT-

CTBHUH KOH(INKTA HHTEPECOB.

Qunancuposanue. ViccnenoBanus HE HWMEJO CIIOHCOP-

CKOM MOAACPKKH.
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