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cnocobcTBOBaThL MPOBEAEHNIO NMEPCOHM-
PVLMPOBaHHBIX NPOMUNAKTUYECKNX W
ne4yebHbIX MeponpusiTUA, YTO MO3BONMUT
CHU3WUTb PUCK PasBUTUS N OCIIOXHEHWUN
3TUX 3abonesaHum.

[MpuHMMas BO BHMMaHWE NOMyYeHHbIe
pe3ynbsTaTbl, COTPyAHWKamu naboparto-
pvM  HacreacTBEHHOW W MOMYNSLMOH-
Hon reHetukn AHL, KMIN coBmecTHO ¢
BpayamMy TepaneBTUYECKOro OTAeNeHusi
BonbHnubl AHL, KMI1 B HacToswee
BpeMs MpPOBOASATCA MCCreaoBaHus, Mo-
CBSILLEHHbIE  M3YYEHWIO MOMEKYNSIPHO-
reHeTUYeCKMX acnekToB (HOPMMPOBAHUS
TakMx MeTabonMyeckux HapyLlieHUIn Kak
caxapHblii guabeT 2-ro Tvna, OXvpeHue,
HeankorornbHas xupoas 6onesHb neve-
HW, rMnepToHnYeckas 6onesHso.

lMpomokon uccnedosaHull ymeep0eH
JI0KarnbHbIM KoMumemom o 6uomedu-
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yuHckol amuke npu SHL] KMF1. Paboma
8birnonHsemcsi 8 pamkax HUP «U3yyerue
2eHemu4yeckol cmpykmypbl U epy3a Ha-
criedcmeeHHOU namosio2uu  nonyasayul
Pecnybniuku Caxa (Skymus)».
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HAUBOJIEE YACTbIE CUMIMNTOMBbI MNMOPA-
XEHUA CYCTABOB Y XXUTENEN AKYTUU

l/I3yL|eHa yacToTa KMMHUYECKMUX NPOsIBIIEHUIA y BOnbHbIX C nopaxeHnem CyCTtaBOB CpeaN KOPEHHbIX Xutenen ﬂKyTMVI. BbisiBrieHo, 4To nopa-
XXeHMe CyCTaBOB MOXET HavyaTbCA KaK B paHHEM [JETCKOM (2 ro,qa), TaK N B CTap4YeCckoM BO3pacTe (77 J'IeT); B cpedHeM nopaxeHue CyCTaBOB Ha-
ynHaetcs B 41-43 roga. Hanbonee yactbiMu cumMnTomMamu nopaxeHuns CyCTaBoB ABMAKOTCA 6onb B CyCTaBe U Kpenntaumnsa B KONEeHHbIX CyCcTaBax.
Cpe,u,m YKEHLUVMH Yalle HabnogatoTes: npunyxaHume nyvesansacTHbIX U KOJIEHHbIX CyCTaBOB, OrpaHu4eHne noaBmXHOCTU Ny4e3anACTHbIX CyCTaBOB U
OBYCTOPOHHAA KpenuTauua B KOJNTEHHbIX CyCTaBax; cpegn My>XHYMUH — OAHOCTOPOHHAA KpennuTauna B KONIEHHbIX CyCTaBax. C yBenn4yeHmem Bospacta
NOBbILLAKTCSA ANUTENBHOCTL BONM 1 YacToTa U3MEHEHUS! KOHd)IApraLIVIVI CyCTaBOB Ha MOMEHT OCMOTpa.

KntoueBble crnoBa: nopaxeHue CyCTaBOB, KITMHUYECKNEe CUMNTOMbI, PEHTIeHOS10rM4eckmne npusHaku.

The frequency of clinical manifestations in patients with joint lesion among the indigenous people of Yakutia (n = 687) was studied. It is revealed
that the lesion of the joints can begin both in the early childhood (2 years) and in old age (77 years); on average, joint lesion starts at 41-43 years.
The most common symptoms of joint damage are pain in the joint and crepitus in the knee joints. Among women, there are more often observed:
swelling of the wrist and knee joints, restriction of mobility of the wrist joints and bilateral crepitus at the knee joints; among men, one-sided crepitus
at the knee joints. With age increasing, the duration of pain and the frequency of changes in the configuration of the joints at the time of inspection

increase.

Keywords: joint lesion, clinical symptoms, radiological signs.

BBepeHue. [aHHble O pacnpocTpa-
HEeHHOCTU 3aboneBaHWUii CycTaBoB 3a
pybexom BO MHOIMX Criy4asix OCHOBaHbI
Ha pesynbraTtax CKPUHWHIOBbLIX UCCreao-
BaHui. atonorusi cyctaBoB Mpu 3TOM
metoae BbisiBnsietcsa B 10,3-35,8% cny-
yaes [5, 6]. Poccuinckne ncecnegosarenu
nokasanu, 4To MMeKT MecTo reorpadu-
yeckne Bapuaumy pacrnpoCTpaHEHHOCTH
6onen B cyctaBax. Tak, npu NpoBeaeHn
CKPVHWHIOBOIO aHKkeTupoBaHusi B Kpac-
HOSIPCKOM Kpae 3TOT MnokasaTernb He npe-
Boiwan 15% [1], B KOxHo-CaxanuHcke
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Xanobbl Ha 6onu B cycTaBax npenbsiB-
nsinu 21% Hacenexus [3], a cpean cenb-
ckux xutenen CaepparoBckor obnactu
OHM BcTpevanuce B 36,5% cnyyaes [2].
Bbicokas pacnpocTpaHeHHOCTb apTpar-
i Obina yctaHoBreHa B Pecnybnuvke
Caxa (Axkytuns) — 0o 46,7%, 4T0, BO3MOX-
HO, CBSI3aHO C BITUSIHUEM KITUMATUYECKMX
bakTopoB [4]. YpesBblvalHO BbLICOKOM
okasanacb 4actota 6onen B cycTtaBax
cpean pabo4vmx NPOMbILIIIEHHOrO npea-
npusatusa Pecnybnukn Kapenus, roe gax-
HbIA nokasartenb npubnwkanca K 65%.
Mpuyem nosiBnNeHne apTpanruii He 3aBu-
Cerno oT TsKeCcTn manyeckon paboThl, a
BUAMMO, ObINIO CBA3AHO C MHbIMU (haKTo-
pamu.

Lenb nccnepoBaHus: M3yynTb Ya-
CTOTY CMMMTOMOB MOPaXEHWs1 CyCTaBOB
y CenbCKuX xutenemn AkyTnu.

MaTtepvan v meToabl uccrepoBa-
HuA. bbino obcnegosaHo 687 GOMbHbIX,

BbISIBMIEHHbIX MPW CMMOLWHOM 3nugemu-
ONOrMYEeCKOM WCCNeaoBaHuUU XuUtenen
CeMU CEenbCKMUX HaCENEHHbIX MYyHKTOB
Axkytun. U3 Hnx 68,1% coctaBunu nuua
xeHckoro nona, 31,9% — Myxckoro.
MeavaHa BO3pacTta MY>XYMH U KEHLLMH
Oblna NpuMepHo oamHakoBon — 50 1 49
NeT COOTBETCTBEHHO. MwuHuManbHbIN
BO3pacT nuy, oboero nona coctasun 18
NeT; MakCUMarbHbIA BO3PaCT MY>X4YMH
cocTtaBun 88 ner, )eHwuH — 80.

B BO3pacTHON CTpykType Haumbornb-
LWyt YacTb coctaBunu nuua 40-49 net
— 32,9% (B TOM uncne XeHWmH — 23,4;
MYX4unH — 9,5); 27,2% cocrtaBunu nuua
B Bo3pacte 50-59 netr (B TOoM uucne
XeHwuH — 19,5; myxumH — 7,7). Jluua
OCTanbHbIX BO3PACTHbIX TPynn cocTa-
BuUnu He 6Gonee 15%. lNonoBoe cooT-
HOLLUEeHWe B BO3PACTHbIX rpynnax cra-
TUCTUYECKM 3HAYMMO He pasnu4yanocb
(p>0,05).



Pesynbratbl U obcyxaeHue. [pu
cbope xanob 1 aHamHe3a yCTaHOBIEHO,
YTO BO3paCT Hayamna nopaxeHusi cycTa-
BOB M0 nony coctasun 41 rog y My>4uH,
43 ropa y xeHwwuH (p>0,05). MuHnmans-
HbIi BO3pPACT Hayarna nopaxeHus cycra-
BOB MYXYMH COCTaBWN 2 rofa, >KEHLUH
— 7 neT; MakcumarnbHbin — 77 n 76 net
COOTBETCTBEHHO.

Hanbonee yacto nopaxeHue cycTa-
BOB KaK Cpeau >XeHWWH, Tak 1 cpeau
MYX4YMH HaumHanocb B Bo3pacTe 40-49
netr — 40,2 n 27,8% COOTBETCTBEHHO.
Cpeaun 23,7% myxunH n 23,5% XeHLuH
NMopakeHne CyCcTaBOB Hayanocb B BO3-
pacte 30-39 ner. Ha octanbHble BO3-
pacTHble Trpynnbl Hayano mnopaxeHusi
CyCTaBOB npuxogunocb He Bonee uem
B 20% cnyyaeB. Hanbonee 3HauMMmble
pas3nuuusi 4acToTbl Hayana nopaxeHusi
CyCTaBoB No nony OblNy B BO3PacTHOW
rpynne 40-49 net (x2=17,46; p=0,03;
V=0,16).

Hamn Takke Obina um3yyeHa vacTo-
Ta KMMHUYECKUX NPU3HAKOB MOPaXKeHus
cyctaBoB. B pesynsrate uccrnegoBaHus
6bINO BbISIBMEHO, YTO Havbornee YacTbl-
MW KIMHUYECKUMIW MPOSIBIIEHNAMY Mopa-
XKEHWS CycTaBoOB ABNsAOTCst 60Mb B cycTa-
Bax (y 100% 6o0nbHbIX) 1 KpenuTaumsa B
KoneHHbIx cyctaBax (y 54%). C yactotomn
ot 10 go 30% BCTpeyvanucb: U3MeHeHne
KOHGUrypaumm cyctaea (28,2%), aptput
ogHoro cyctaea (25,1%) n npunyxaHue
koneHHbix cyctasos (KC) (12,5%). Y
3-10% 60nbHbIX ObINM OTMEYEHbBI: orpa-
HuyeHune nogsmkHocTn KC (10%), npuny-
XaHve NPOKCMMarnbHbIX MexdanaHroBbIx
cyctasoB ([TM®PC) knucten (6,4%), npuny-
XaHue ny4vesansacTtHbix cyctaBoB (J13C)
(4,6%), orpaHnyeHne MNOABWXHOCTM Ta-
306eapeHHbIx cyctaBoB (TBC) (3,9%),
orpaHunyeHune nogsmkHoctn N3C (3,6%),
npunyxaHne nACTHO-(hanaHroBblX —Cy-
craBoB (MNPC) kucten (3,5%), aptput
Tpex u 6bonee cyctasos (3,3%) u cumme-
Tpu4HoCcTb apTpuToB (3,2%). Hanbonee
penko  BCTpevanucCb  MOMOXMTENbHbIN
peBmartouaHbin daktop (1,5%) n pesma-
TongHble yansl (0,6%).

N3 peHTreHonormyecknx npusHakos
Hanbornee 4acTo BCTpeyanucb octeodu-
Tbl (24,5%) 1 CcyXeHne CyCTaBHbIX Lenen
(19,8%) (pnc.1).

MNpy aHanuse 3aBUCMMOCTW 4acTOThbI
MPU3HAKoB OT Mofa CTaTUCTUYECKN 3Ha-
YMMble pPa3nmuus Obinu BbIsSIBMEHbI B Ya-
CTOTE CreayoLwmX YeTbipeX CUMMNTOMOB:

1) NpunyxaHune ny4ye3ansicTHbIX cycTa-
BOB;

2) npynyxaHve KONeHHbIX CyCTaBoOB;

3) orpaHuyeHne NoaBWXKHOCTM fnyde-
3ansACTHbIX CYCTaBOB;

4) kpenuTaumsa B KOMEHHbIX CycTaBax
NpY aKTUBHBIX ABWKEHUSIX.

MpynyxaHve ny4es3ansiCTHbIX CycTa-

BOB Yalle BCTpPeYarniocb Cpeam >KeHLLMH,
yeM cpean Myx4duH (x3=7,09; p=0,03).
MpunyxaHune J13C cpean XeHWuH Yalle
ObINO ABYCTOPOHHUM, YeM OAHOCTOPOH-
HUM (3,8% npotus 2,1). Cpean My>X4uH
yactota npunyxaHusa J13C kak ¢ ogHon,
Tak U C OBYX CTOpPOH Oblnia 0OuHAKOBOM
(0,9%).

MpunyxaHne KoneHHbIX CyCTaBOB Tak-
e valle Habnoganochb cpeau XeHLWH,
YyeM cpean MyxuuH (x2=7,45; p=0,02).
Heckonbko yvalle npunyxaHue KC cpeam
YKEHLWMWH ObINo C OOHOM CTOPOHbLI, YeM C
AByx (8,1% npotue 6,4). Cpean MyXu4nH,
HanpoTuB, 4vacTtoTa npunyxaHus KC c
OBYX CTOPOH Obina 4aule, 4YeM C OOHOM
(5% npotue 3,2).

[IByCTOpOHHEE OrpaHuyeHne NoaBuXK-
HocTu JISC ObINo valle cpeam >KeHLLMH,
yeMm cpeam mMyxuuH (3,6% npotus 0,5);
OOHOCTOPOHHEE — CPEAM KEHLLUMH BCTpe-
yanock B 1,5% cny4yaeB, cpean My>x4uH
— He bbIno otmeveHo (x2=13,3; p=0,001).

KpenuTtauus B KC kak cpegu XeHLUH,
Tak 1 cpegn Myx4uH Obina valle ¢ oByx
CTOPOH, YeM ¢ ogHou (47,2% npotme 9,8
n 35,1% npotnB 12,3 COOTBETCTBEHHO).
[IBYCTOPOHHASA KpenuTaums B KONEHHbIX
cycTaBax Mpu akTUBHbLIX ABWKEHUSIX Ha-
6noganack Yalle cpeam XeHLWuH (47,2%
npotme 35,1 cpeon Myx4dvH), TOrAa Kak
C ofHou — valle cpean MyxynH (12,3%
npotne 9,8 cpean >xeHwwH) (x>=8,95;
p=0,01).
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Mpn aHanuse 3aBMCMMOCTU 4YacTo-
Tbl CUMNTOMOB OT BO3PAaCTHOW rpynmnbl
CTaTUCTMYECKM 3HAYMMble pas3nnyums
ObINM BbISIBNEHbI B 4acTOTE ABYX CUM-
NTOMOB: AONUTENbHOCTL GonnM u n3ame-
HeHne KOHJUrypaLum cycTaBoOB Ha MO-
MEHT OCMOTpa.

OnutenbHoCcTb 6GonM cTaTUCTUYECKU
3HA4YMMO 3aBuUcena OT Bo3pacTa uccrne-
JoBaHHbIX (x?=17,46; p=0,03). B Bo3pac-
Te 18-39 net B GONbLUMHCTBE CryyaeB
oonb gnunacb o 1 Hea., B 40-49 net
— bonee NonoBuWHbLI MecsLa 1 Ao 1 Hen.
C ofuHakoBoW YacTtoTon, nocne 50 net —
©onee nonosuHbl MecsLa. YacTtota 6onu
OJNIMTENbHOCTLIO MEHee Heaenu ¢ Hapac-
TaHWeM Bo3pacTa CTaTUCTUYECKM 3HAYU-
MO cHmxkanacb ¢ 71,4% B BospacTe 18-19
net go 0 B Bo3pacte 80-89 net (p=-0,98;
p<0,001). Yactota 60nu AnMTENBHOCTbLIO
Oonee MoOnMoBMHbI MecsLa, HanpoTuB, C
HapacTaHueM Bo3pacTa MoBhbllanack ¢
28,6% B BO3pacTe 18-19 net oo 100 B
Bo3pacte 80-89 net (p=0,95; p<0,01).
YactoTta 60onv ANUTENBHOCTLIO 2 HeA. oT
BO3pacTa CTaTUCTMYECKM 3HAYMMO He 3a-
Bucena (p=0,05; p>0,05) (puc.2).

M3meHeHne koHdurypaumm cyctaBoB
Ha MOMEHT OCMOTpa CTaTUCTUYECKM Bbl-
COKO3Ha4MMO 3aBMCENo OT BO3PaCTHOMN
rpynnel (x?=68,58; p<0,00001). C yBe-
nMYeHneM BO3pacTa YacToTa M3MeHe-
HUS1 KOHPUrypaumm CycTaBoB HA MOMEHT
ocmoTpa nosblwanack ¢ 0% B Bo3pac-
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Te 18-19 net go 50% B BO3pacte 80-89
net (p=0,93; p<0,01). Hanbonee BbICO-
Kasi 4yactoTa M3MEeHeHMs KOHdurypauum
Habnoganacb B Bo3pacTe 60-69 ner
(51,5%).

BbiBoabl. Takum o6pasom, nopa-
XEHMEe CyCTaBOB KMUMHWYECKU HayuMHaeT
nposBnsTLCA B cpegHeM B 41-43 roga, HO
MOXET Ha4yaTbCs Kak B PaHHEM [AETCKOM
(2 roga), Tak n B cTapyeckom Bo3pacTte
(77 net). Hanbonee 4acTbiMu KNUHWYE-
CKUMW NPOSIBNEHMAMM SABNSATCS Gonb
B CyCTaBe W KpenuTauusa B KOJEHHbIX
cyctaBax. Cpeam XeHLWUH Yalle Habnto-
[atoTca: npunyxaHue nyye3ansacTHbIX U
KOMEHHbIX CyCTaBOB, OrpaHuW4eHne nog-
BVXKHOCTU Iy4e3ansiCTHbIX CyCTaBOB U
[OBYCTOPOHHSASI KpenuTauusa B KOMEHHbIX
cycTaBax; Cpefyn MyX4/MH — OAHOCTOPOH-
HASI KpenuTauus B KOJEHHbIX CyCTaBax.
C yBenuyeHmem Bo3pacTa MOBbILLAKTCSA
ONUTENbHOCTL BONM 1 YacToTa U3MeHe-
HMS KOHpUrypauum cyctaBoB Ha MOMEHT
ocmoTpa.
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C uenblo n3y4yeHns ocobeHHOCTEN TedeHns cropaguyeckon n cemenHon copmel NMA 3a nepuop ¢ 1986-2016 rr. npoBeAeHO UccnegoBaHue,
KOTOpOE BbISIBUMO YMEPEHHbIV TeMM nporpeccupoBaHus y 60mnbHbIX co cnopaauyeckumm cnyydasamu NVIA n MefneHHbI TeMn NporpeccrpoBaHns
npu ee cemeiiHon dopme. lNpu cemertHon opme 3abonesaHusa Habnogancs 6onee paHHuiA Bo3pacT fAebiota. Y MyxunH 3aboneBaHne HauymHa-
NOCb paHblLe, YeM Y XEHLLMH, MO CpaBHEHWIO C 6onbHbIMKU co cnopagunyeckon NMA.

KnioyeBble cnoBa: 60ne3Hb ABUratenbHOro HeBpoHa, 6oKOBOM aMMOTPOUYECKNIA CKIepOo3, NporpeccupytoLLmin OynbbapHbIi napanuy, npo-
rpeccupytoLlas MbllleyHas aTpodus, NepBUYHbIN GOKOBOV aMMOTPOUYECKUIA CKNEepO3.

With the purpose to study the peculiarities of sporadic and family form of PMA during the period from 1986 to 2016 we performed a research
that revealed a moderate rate of progression in patients with sporadic cases of PMA and a slow rate of progression in its family form. In the family
form of the disease, an earlier age of debut was observed. In men, the disease began earlier than in women, compared with sporadic PMA patients.

Keywords: motor neuron disease, amyotrophic lateral sclerosis, progressive bulbar paralysis, progressive muscular atrophy, primary lateral

sclerosis.

BeeaeHue. [lporpeccupyowiasd Mbl-
weyHasa atpodmsa (MMA) — ato penkoe
3aboneBaHve 13 rpynnbl 6onesHeln oBu-
ratenbHOro HespoHa, (B[JH) kotopoe xa-
pakTepuayeTcs n3bupartenbHbIM Nopaxe-
HMEeM KNEeTOK nepeaHuX pPoros CrUHHOMO
MO3ra 1 NPOSsIBNSETCHA MPOrpeccupyoLLen
MbILLEYHOW crabocTbio, rMnoTpodusmMm
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n dacumkynsauuamu. Mo pekomeHgaumm
BcemupHon ®depgepauun Hespornoros,
c 1994 r. k bone3HsaM [BuraTenbHOro
HEBpOHA OTHECEHbI TSKenble Henpo-
JereHepaTvBHble 3aboneBaHnNs C Hens-
BECTHON 3TUONOTMEN N HEYTOYHEHHbIM
naToreHe3oMm, AN KOTOPbIX XapaKTepHO
CenekTVBHOE MopaXeHne LeHTpanbHbIX
n/vnn nepudeprnyecknx MOTOHENPOHOB.
[ns 3abonesanun rpynnbl BAH TrnnyHo
NporpeaveHTHoe TeYeHne C HensMeH-
HbIM NneTanbHbIM McxodoM. B aTy rpyn-
ny BXoAAT OGOKOBOM aMmoTpodUYeCcKUn
cknepo3 (BAC), nporpeccupytolias Mbi-
weyHaa atpodmsa (MMA), nepBuYHbIN

6okoson cknepos (MBC) u nporpeccupy-
toLmn 6ynbbapHbI napanud (MBI). [12].

CambIM pacnpoCTpaHeHHbIM B MUpe
3aboneBaHVeM 13 3TOI rpynnbl ABMSETCS
BAC, ponsa koToporo B 3TOW rpynne co-
ctaBnsiet 80%. Odonsa NMMA cocTtasnser
9%, MBM -8, NBC — 2% [7]. Bnepsbie 11
NnauMeHTOB C NPOrpeccupyoLLen MblLLey-
Hon aTpochmen onmcan B 1850r. F.Aran
[1]. B 1874 r. .M. Charcot npusen pas-
NNYNSA B KINIMHUYECKOW U NaTONOrMyeckon
KapTuHe OOKOBOro amuoTpodU4eCcKoro
CKMepo3a 1 Mporpeccupyoen Mbllley-
Hon aTpochum n Bblgenun BAC n MNMMA
B OTAESbHblE CUMHAPOMBI. YuntbiBasa El-



