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CEMEWHbIU CNTYYAN

OKYNO®APUHIEATIbHOU MNOOUCTPO-
®UN B YCTb-AJNIJAHCKOM PANOHE
PECNYBIUKU CAXA (AKYTUA)

M3yyanucb KNUHUYECKUE U TEHETUYECKME OCOBEHHOCTU CEMbU C OKyrnodapuHreansHon muogmcTpoduen (OPM[) ans coctaBneHust nnaHa
BEAEHNS NOAOOHBIX NAUMEHTOB. YUuTbiBas TedeHne 3aboneBaHus, xapakTepuaytoLleecst HeYKIMOHHbIM Pa3BUTUEM CUMNTOMAaTUKK 3aboneBaHus,
KOTOpOE BefET K CHDKEHMIO KayecTBa XU3Hu, 6onbHbIM ¢ OPM HeobxoaMmMo NPOBOAUTL KYpPChbl CUMMTOMATUYECKOW Tepanuu B YCIIOBUSIX CneLu-
anM3nMpoBaHHOIO HEBPOJIOTMYECKOTO OTAENEHNs, MHOPMUPOBATL HacerneHne o NyTax nepedayn 3abonesaHus, O NpeHaTanbHOM AMarHoCTUKe U
a[eKBaTHbIX JOCTYMHbIX BMeLLATeNbCTBaX, O NOAAEPXKMBAIOLLEN MOMOLLM AN CHUKEHUST pUCKa yayLbsa U ApYyrnx ocrnoxHeHnin OPM[.

KnroueBble cnoBa: okynodapuHreanbHas MMogucTpodusi, ayToCOMHO-AOMUHAHTHbIA TUN HacnegosaHus, reH PABPN1, nporpeccupytowias
MbllleyHast cnabocTb, rMNOTpoduK NPOKCMMarbHbIX OTAENO0B KOHEYHOCTEW, Ancdarus, AMCOHNSA, SKYThI.

The clinical and genetic characteristics of a family with oculopharyngeal muscular dystrophy (OPMD) were studied in order to draw up a plan
for management of such patients. Considering the course of the disease, characterized by the steady development of the disease, which leads to
a decrease in the quality of life, patients with OPMD need to undergo courses of symptomatic therapy in a specialized neurological department,
inform the population about the modes of transmission of the disease, prenatal diagnosis and adequate available interventions, about supportive
care to reduce the risk of suffocation and other complications of OPMD.

Keywords: oculopharyngeal myodystrophy, autosomal dominant inheritance, PABPN1 gene, progressive muscle weakness, hypotrophy of the
proximal extremities, dysphagia, dysphonia, Yakuts.

Beepenue. CotpygHukamu AHL KMT
coBMecTHO ¢ HUWM meaouumnHckon reHe-
TKM (r. TOMCK) B TeYeHWe HEeCKOIbKUX
neT npoBOOATCS WccrneaoBaHus psifa
HacneacTBeHHbIX OonesHe  HepBHOW
cucteMbl. Ha ocHOBaHuM aHanusa uto-
rOB TEHETUKO-3NMAEMMUONOrNYECKUX UC-
cnepoBaHuii ObINo BbIAENEHO HECKOMNBKO
HacneacTBEHHbIX OonesHen, MMerLnx
BbICOKYK PacrnpOCTPaHEHHOCTb Y SIKyTOB
B CpPaBHEHUW C MUPOBbLIM HapogoHace-
nexunem (Ha 100 000 HaceneHwus): CNMHO-
uepebennsapHasa atakcus 1-ro tuna (46
criyyaeB), MMWOTOHMYecKast AUCTpodus
(21,3), HacnencTBeHHas 3H3UMOMNEHWYe-
ckas metremornobuHemus (14,9), okyno-
papuHreanbHas Mbille4yHass AUcTpodus
(12,6), cnuHanbHO-GynbbapHas amuo-
Tpodusi KenHegn (15,3), atakcua Ppu-
apeiixa (2,8), 3M-cunapom (12,7 cnyyas)
[2].

OkynodapuHreansHas MblLLEeYHast
anctpodua (OPMI) (OMIM 164300) —
3TO pefKoe Mnporpeccupyollee, Hacnea-
CTBEHHOE, UWHBanuauavpylollee 3abo-
neBaHWE HEPBHO-MbILLEYHOW CUCTEMBI.

AKYTCKUIA Hay4YHbIA LEHTP KOMMIEKCHbIX Me-
anumHeknx npobnem: BAPJIAMOBA MapuHa
AnekceeBHa — H.C., Bpay HeBposor KnvuHuku
AHL, KMI, varlamova.m@yandex.ru. KYPTA-
HOB XaputoH AnekceeBMY - K.M.H., [T.H.C.-
pykoBog. otaena, AJABbIJOBA TatbsiHa Ku-
MOBHA — K.M.H., B.H.C., pykoBoa.LIHO3, MAB-
JIOBA Hapexaa MBaHoBHA — K.0.H., B.H.C.

NMETPOBA AHHa CaBBM4YHa — [Mn. Bpay
BY PC(A) «Yctb-AnpaHckas LPB  wnwm.
II"Hukucoposa».

Cawmas Bbicokasi yactota OPM[ BcTpe-
Yyaetcs B nonynaumax ¢ "adpdektom oc-
HoBaTens", Takux Kak Oyxapckue eBpewu
— 1:600 yen. (M3pawnb) [8] n dpaHko-
kaHagckas nonynsuus (r. Keebek, KaHa-
Aa) — 1:1000 yen. [12]. B EBpone 4acTo-
Ta [aHHOro 3aboneBaHWsi COCTaBrsieT
1:100000 [12], B Pecny6bnuke Caxa (Aky-
™4) — 12,5 Ha 100000 yen. 1 BcTpevaeT-
Cs1 NPEUMYLLIECTBEHHO CPeayn KOPEHHOro
SAKYTCKOro HaceneHus. Ha cerogHAWHWN
OeHb BO BCeW pecnybnvke 3aperucrpu-
poBaHo Gonee 47 cemeli (60 60MbHbIX),
HanbonbLuee nx konmdectso (11 cemen,
15 GonbHbIX), oTaroweHHbix OPM[, Ha-
bntogaetca B YCTb-AngaHCKOM  ynyce
(panone) [4]. MpuunHon GonesHu ABNS-
eTcs MyTauus Mo TuMny 9KCrMaHcuu Tpu-
HykneotuaHelx GCN-noBTOpOB B reHe
PABPN1. OkynodapuvHreansHass Mbl-
LweyHas auctpoduss MMeeT ayTOCOMHO-
OOMWHAHTHBIA  TUM HacnefoBaHWsi, HO
OnncaHbl Cny4van ¢ peLeccrBHbLIM TUMOM
HacrnegosaHus [6, 10].

3aboneBaHne no3gHoO maHudecTnpy-
owee, nebioTt 3abonesaHns NposiBNSET-
csa B 40-60 net. TOYHbIA gMarHo3 MOXHO
NOATBEPANTE TONMBKO C MOMOLLBI MOMe-
KyNsipHO-reHeTM4Yeckoro Metoda uccre-
poBaHus.  MoneKynspHo-reHeTu4eckas
AnarHoctuka OPM[  (MaoeHTudmkaums
myTauun (GCN),,) cTtana npumeHsTbeA
B Meauko-reHeTnyecKkor KoHCynbraumm
Pecnybnukn Caxa (Akytns) B 2008 r. [1].

B knuHu4eckonm kapTuHe Habnoga-
I0TCA Mporpeccupytolime runoTpocum u
MblLleYHasi criabocTb B MpOKCMMAaribHbIX
oTOenax KOHEYHOCTEW, [BYCTOPOHHMN

nTO3 BEK, OCUMIOCTb roroca u gucda-
rus. Bo3pact Havyana nTo3a Bek cocTaB-
nset B cpegHem 48 net (26-65 ner),
avcdarum - 50 net (40-63 neT). Mo mepe
nporpeccmpoBaHusi 3aborneBaHuns Ha-
6nopatTca Apyrve CUMNTOMbI: aTpodus
n cnaboctb sA3blka (82%), atpodmsa u
cnabocTb NMPOKCMMAarnbHOro OTAEeNa HWK-
HUX KOHeuHocTeln (71), gucdonusa (67),
odranemonnerusa (61), cnabocte Mumu-
yeckon Mmyckynatypel (43) n atpodms
n cnabocTb MNPOKCMManbHOro otaena
BEPXHUX koHeuHocTen (38%). Mpn aTom
6bINo YCTaHOBMEHO, YTO YEM paHbLue no-
ABNANCHA ABYCTOPOHHUI MTO3 BEK 1 AiBNe-
Hua gucdarnm (8o 45 net), Tem paHbLue
passuBanacb MbllleyHas cnaboctb B
npokcuMarnbHbiX oTtaenax (oo 60 ner),
4YTO NpMBOAMIO k Bonee Tsxenomy Teye-
Huto 3abonesaHns. [lonsa Takmux crnyyaes
coctasuna 5-10% [11, 12].

JNetanbHbI ncxon obbIYHO HacTyna-
€T OT [AbIXxaTenbHOW HegoCTaTO4YHOCTH,
BCMNEACTBME HapyLUEHUS rroTaHus, npu-
BOAALLEro K acnupauuMoHHON MHEeBMO-
HWMW, K NEroYHbIM MHEKUMaSM 1 acduk-
cun [9].

Llenb wuccnepoBaHuA - u3yyeHune
KMUHWYECKUX N FreHETUYECKNX 0COBEHHO-
CTen ceMbU C OKynogapuHreanbHON Mu-
ogucTtpodmen B YcTb-AngaHckom ynyce
AnNs COCTaBfeHusi nnaHa BeAeHWs Takux
nauneHToB.

MaTtepuanbl n metoAabl uccnepo-
BaHuA. Martepuan Obin cobpaH B xoae
9KCMeAMLMOHHOIO Bble3a Hay4yHOW aKC-
neguumm  SAKyTCKOTO Hay4yHOro LeHTpa
KOMMNMNEKCHbIX MeAMUMHCKMX npobnem
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B Yctb-AngaHckun ynyc PC (A) (céna
BoporoHubl, Ceipaaax n Apbinaax), no
OBYCTOPOHHEMY  COrMalleHuio  Mexay
AHL, KM 1 agMuHUCcTpaumen ykasaH-
HbIX MOCENKOB, A1 OCMOTPa HaceneHusi
C Uenbl BbISBMEHNS HOBbIX Cry4Yaes
OPM[ n ppyrnx HacneacCTBEHHbIX 3a-
6onesaHuin. bbino cobpaHo 102 obpasua
6uonornyeckoro matepuana (Kposu), 13
KOTOpbIX 14 BbInK B3ATbI Y YIIEHOB CEMbM
C OTSATOLEHHOW HAaCNeACTBEHHOCTbIO MO
O®dM[I. Ob6pa3subl Gronoruyeckoro marte-
pvana nomeLleHbl B Konnekumo Gruoma-
Tepuana AHL KMIT.

B pabote 6binv ncnonb3oBaHbl cnegy-
oLwmne MeToabl NCCNefoBaHs:

1. TeHeanornyeckun metod. bbina
u3yyeHa POAOCIOBHAsi CEMbU U3 YCTb-
AnpaHckoro ynyca. B pogocrnosHyto
BOWNM 5 nokoneHumn, Bcero BO dpar-
MEHTE POOOCIOBHON 64 Yer. (PUCYHOK).
I, Il nokonexue — ymepumne pogutenwu, Il
nokoreHne — 6GornbHble U ux cubesbl, |V
— petn npobaHpa u cmubcoB npobanaa,
V — getn, He pgocTuriime Bo3pacTa Ha-
yana 3abonesaHus. B |-V nokoneHumsax
nmetotcs 6onsHele OPM[, Bcero 8. Mpe-
CMMMNTOMaTUYECKME HOCUTENW MyTaLun
13 uccnepoBaHHbix B V-V nokoneHusx
— 4 yen.

2. MoneKkynapHoO-reHeTU4YeCcknn  mMe-

ToA.
Bcem yuyacTHuMkam unccrnegoBaHus
nposegeHa [HK-gmarHoctuka npep-

METHOIO HOCUTENbCTBA MyTaLuW B reHe
PABPN1. MonekynspHo-reHeTu4yeckoe
nccrnegoBaHue nposedeHo B naboparo-
pun HacnegcTBeHHon natonorun OMIC
AHL, KMIM. OHK Bbligensnu 13 10 mn
nepudepryeckort KpoBM CTaHOAPTHLIM
METOAOM C MCMOSNb30BaHNEM MPOTENHA-
36l K 1 nocneaytowien eHonbHoO-xmno-
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pocbopmHoOn  akcTpakuuen (MeguumH-
ckne nabopatopHble TexHonornu, 1999).
MpenBapuTenbHO y Bcex obcrenyemblx
ObINo Nony4YeHo NMCbMEHHOE MHGOPMU-
pOBaHHOE corracue Ha MONeKynapHo-re-
HeTU4eckoe nccregoBaHue.

3. KnnHnyecknin metop nccnegoBaHus
BKMOYan OLEHKY COMaTU4eckoro u He-
Bpororuyeckoro cratyca. [lsoe 60nbHbIx
¢ OOM/[ (npobaHa n cmbc) BbinM oCcMo-
TPEHbI 1 MCCneaoBaHbl MOMEKYSIPHO-Te-
HeTn4yecknm metogom B 2008 . u ocmo-
TPeHbl NOBTOPHO BO BpEMs aKcneauum-
OHHOM noe3aku B 2018 1.

Pesynbratbl U o6cyxpeHue. M3
14 NauMeHTOB OTHArOLLEHHOW ceMbn y 7
ObinM obOHapyxeHbl ABa annens: Hop-
MarnbHbIN — 6-11 1 natonornyeckuii — 10-
1. BnepBble HageHa myTauumsi B reHe
PABPN1- akcnaHcmus GCN-nostopa B
reHe PABPN1 y 5 nauveHTOB U3 OfHOW
ceMbM (reHeanormyeckasi cxema Ha pu-
CyHKe). Y ocTanbHbIX 7 nauneHToB Oblnu
oBHapyXeHbl [Ba HoOpMarsbHbIX anne-
ns — 6/6. Takum obpasom, 13 14 yneHos
O[HOWN ceMby 0BHapyXeHo 7 HocuTenen
MYTa@HTHOIO reHa C pa3BUTMEM KIMHUYEe-
CKOW KapTuHbl 3aboneBaHusi nocne 60
NneT y 2 YneHoB ceMbi (PUCYHOK).

OcTanbHble YneHbl CeMbU HaxXoAAaTCA
B [IOKNVHUYECKON cTagun 3abonesaHus.
Y pBoux GonbHbIX (MpobaHg u cube),
OCMOTpPEHHbIX paHee, OTMe4vanochb npo-
rpeccvMpoBaHne CYMNTOMOB B BuAe Ha-
pacTaHusi Mbllle4yHon cnaboctn u ABu-
ratenbHbIX HapyleHuin. B knuHu4veckomn
KapTuHe 3aboneBaHunst y 0O0oux naumeH-
TOB HabntogaeTcs onyLleHne (NTo3) obe-
WX BEK, 3aTpyOHEHMWE [MOTaHWs XWUAKOW
1 TBEPAOW NULLM, FHYCaBOCTb rornoca u
rmnotpodus (cnabocTb) nneyeBbIX 1 be-
APEHHbIX MbILLL,.

1) Mpobang H.,
1945 r. p. (llI-5, pu-
CYHOK). Bnepsbie
OCMOTPEH B BO3-
pacte 62 roga. B

M| KIIMHUYECKOW  Kap-
Il TR ! _ TvHe 3abonesaHus:
00 Oz!m N OOO O O ]g _ [OBYCTOPOHHUIA NTO3,

& T T T 1 ancdarvs,  Hapyx-
VO OOB00;000 O0RO0OOURMIOMKQ Hast odransmonne-
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®dparmeHT pogocnoBHon ceMbu ¢ OPM[ ¢ pesynsratamu OHK-

aHanusa Ha myTauuio B reHe PABPN1

lpumeyaHue. 6/6; 6/10 — pesynbrathl [IHK-aHanm3a Ha myTaumio B
reHe PABPN1; | — nuyHo obcnenoBaHHble NauMEeHTbI; 3aKpalleHHbIN
kBagpaT — 6onbHon ¢ OPM[, nycTon kBagpaT — KMMHUYECKN 300PO-
Bblll; 3aLUTPUXOBAHHbIN KBaApaT — KMMHUYECKM 300POBbIA HOCUTENb
MyTauum B reHe PABPN1. |, || nokoneHne — ymepwne poautenu, Il
nokoneHne — 6onbHble U Ux cubesl, IV — getn npobaHga n cmbeos
npobaHaa, V — getu, He gocTuriume Bo3pacTta Hayana 3abonesaHusl.

cnaboctb MUMUYe-
CKOW MyCKynaTypbl,
rmnoTpodun: nneya,
noa- M HaaKmouny-
HbIX, MoAsionarToy-
HbIX, ArOANYHbIX
mbily. B 72 ropa
Xanobbl Ha 3aTpya-
HeHve npu xoabbe,
HEBO3MOXHOCTb Me-
pecTynutb MarneHb-
KMA  nopor, camMo-

0Q0

CTOATENbHO BCTaTb C MOMOXEHUSA CUAS.
Cuutaet cebs 6ornbHbIM ¢ 46 neT, Korga
nosiBunace ObICTpasd yTOMIISIEMOCTb W
cTanu onyckatbcs BepxHue Beku. [locne
50 neT NosBUNMCb NONEpPXMBaHME U THy-
caBoCTb. B HeBponornyeckom cratyce:
OOnbHONM BbLICOKOrO POCTa, aCTEHUYECKO-
ro TenocrnoxeHus. 3anaxu pasnuyaert.
OcTpoTa 3peHus CHUXeHa 3a cuyeT npe-
cbvonuu. 3pavkn D=S, okpyrnble. JleBas
rmasHas LWenb YXe, BEKW 3aKpbiBaKT
BEPXHIOK TPETh 3payka (onepupoBaH no
nosogy nto3a B 2008 r). doTtopeakums
CHMWXeHa. HapyxHas odrtanbmonnervs.
Huctarma HeT. TpuremmHanbHble TOYKM
npu nanebnaumn 6e3bonesHeHHbl. XKe-
BaTenbHasi MyckynaTypa cTpagaeTt. 3a-
naBwne BUCO4YHblE sIMKM. HocorybHas
ckragka cripaBa MeHee BblpaxxeHa. Ha-
[OyBaeT LLeKn 1 ockanueaeT 3ybbl cnabo.
OcTpoTa crnyxa CHWXeHa C AByX CTOPOH,
cnpaBa CTOMT cryxoBou annapart. [To-
TOYHbIN pedneKC CHWKEH, BOCNpuaTMe
BKYCOBbIX OLLYLLIEHWIA HEe HapyLUeHO. [Hy-
caBoCTb, gucdarus. Msrkoe HEGO npu
¢doHaumm manonoaswkHoe. lNogHumaeT
nrne4v 1 NoBOpayMBaET rofnoBy y4OBeET-
BopuTenbHO. [eBraumnsa s3bika BNpaso,
dunbpunnaumii n atpocduii Het. CuMnTom
MapwuHecky-PagoBuya ++, D=S.

He MOXeT noaHsATb HaBepx pyku wu
HOTW, COTHYTb HOTM B KOMNEHHbBIX CyCTaBax,
CaMOCTOATENMbHO C MOMOXEHUS nexa u
cuas He BctaeT. Cuna B kuctax D=13kr,
S=19 «kr. B npokcumarnbHbIX OTAenax
pyK cuna cHmxeHa o 3 6annos, B guc-
TanbHbIX OTAEnax Ao 4, B NpoKcuMarb-
HbIX OTAErnax HWXHUX KOHEYHOCTen 40 2
6annoB. MblweyHbIi TOHYC AOuddy3HO
CHWXeH. Lnpoknii mexnonaToyHbIv Npo-
MeXyTok. MnoTpodum nognonaTovHbIX
N NOAKIMIOYMYHBIX MbilwL, 6onblue cnpa-
Ba, rMnoTpoduu ABYyXrMaBblX, Tpexrna-
BbIX, ATOANYHbIX, YETbIPEXTTIABbIX MbILLILL.
CnabocTs iliopsoas ¢ 06enx cTopoH. mny-
OOKME CyXOXuIbHble pedriekchbl C BepX-
HUX U HWKHUX KOHEYHOCTEW CHWXEHbI,
6e3 pasHuUUbl CTOPOH. [laTonoruyeckmnx
3HakoB Hert. [MHIT BbiNnonHaeT ygosnet-
BoputenbHo, KII He BbINONHSET 13-3a
napesa. B nose Pombepra HeycTON4YMB.
Moxopka yTnHada. MNoBepxHOCTHadA U rny-
0OoKas YyBCTBUTENMLHOCTb HE HAPYLLEHbI.

2) Cnbc npobanga T., 1943 rp. (lll-
12, pucyHok). Bnepsble camocTtosiTernb-
HO obpaTunacb B MeOUKO-TEHETUYECKYHO
KOHCynbTauuo B 64 roga. Cuntaet cebs
6onbHOM ¢ 51 roga, Korga MOSAABUMNUCH
»anobbl Ha obuyto cnabocTb, Nnepuoan-
yecKkoe MoKallnMBaHue npu rnoTaHuK,
rHYCaBOCTb roroca, onyLieHne BEPXHUX
BEK NPUCOEAMHUNOCH B TedeHne 2 neT. B
knuHuke B 2008 r.: NTO3, HapyxHas od-
Tanbmonnerus, aucdarus, rHycaBOCTb,
MarnopasbopunBasi peyb, cnaboctb Mu-



MUYECKON MycKynaTtypbl, cnaboctb noa-
NONAaTOYHbIX MbIWL, M HWKHUX KOHEY-
HocTen. O6bekTnBHO B 2018 r.: obLiee
COCTOSIHWE CpefHeW CTEeneHu TSXKeCTH,
BblpaXXeHO ofLlee ncxygaHue, acTeHuy-
Ha. HeBponorudeckuii cratyc: runomu-
MUs, AMcoHus. loyTu NOoMHbIM NTO3 C
OBYX CTOPOH. 3paykm S>D, doTopeakums
ocrnabneHa, napes oTBefieHnsi B obe cTo-
poHbI, Nape3 B3opa BBepx. Aunnernsa n.
facialis. Markoe HEGO HenoABMXKHO Mpu
doHaummn. MOToYHBbIN 1 HEGHBbIE ped-
neKcbl OTCYTCTBYIT. ATpoduii u dpac-
LMKYNsumMni HeT. BblpaxeHHas atpodus
BCEX rpynn MbiLLL TyNOBULLA U KOHEYHO-
cteri. CyxoxurnbHble pedrekcbl ¢ Bepx-
HUX KOHEYHOCTEN OTCYTCTBYHOT, KONEH-
Hble U axunnoBbl CHMXEHbI. TeTpanapes
NPEenMyLLIECTBEHHO B MPOKCMMAaIbHbIX
oTaenax koHevyHocTen. CaMoCToATENbHO
He nepeaguraetcs. HapyLueHuin 4yBCTBU-
TeNnbHOCTU HeT. KoopanHaTopHble npobbl
He BbIMNOMNHSIET U3-3a cnabocTu B KOHEY-
HOCTSX.

Hesponoruyeckmn ocMoTp B AUHaMU-
ke npobaHaa n cubca cembn H. nokasan,
4yTO Yy 060MX MAUNEHTOB MMEETCH Bblpa-
)KEHHOe nporpeccumpoBaHue 3abonesa-
HUS1 B BUAE HapacTaHusi OBYCTOPOHHETO
nTo3a, HapyleHWs rnoTaHusi, pasBUTUS
BAnoro Tetpanapesa. lNMpu atom npobaHz
nepeggurancsa ¢ Tpyaom, a y cubca 6bin
BbIpaXXeHHbIW rnybokuii TeTpanapes, B
pesyrnbrate KOTOPOro CaMOCTOSITENbHO
nepeasuratbcsi oH He mor. Oba naunex-
Ta HyXJanucb B NannvaTtuBHOW Tepanuu
N YyCTaHOBKEe HasoracTpanbHOro 3oHAa.
Y ocTanbHbIX YNEHOB CEMbUW, OCMOTPEH-
HbIX B 3KCMEeOVLWOHHOM Bble3ge, CUM-
nTomos OPM[ He ObINO BbISBIEHO.

B knunHuyeckom kapTuHe 3abonesaHns
no Mepe NporpeccupoBaHns CUMMNTOMOB,
HamboMbLUY OMacHOCTb MpeAcTaBnser
aucdparus, Kotopasi MpuUBOAUT K acnu-
pauuu NUwy B AblXxaTenbHble MyTU 1 Kak
CNeACTBUE - K Pa3BUTUIO aclMpaLUoOHHON
nNHEeBMOHWU. [MannmatuBHasi HeBponorusi
npn OPM[ npepycmaTtpmBaeT 30HO0BOE
nUTaHWE WNN HanoXeHue CToMbl. Jd-
(hEKTMBHOrO NeYEHNS Ha AaHHbIA MOMEHT
HeT. OnucaHbl METOAMKU pacceveHus
NEePCTHErNIOTOYHOW MbILULbI ANs yryyLle-
HWS MOTaHWsA, YTO He MpefoTBpallaeTt
acnupaumto. Ecnn nto3 meLwaet 3peHuio,
MCMONb3yIT crneunanbHbie CKOTYEBbIE
HaKMenKn Ha BEeKW, MPOBOMOYHbIE Aep-
aTenu Bek, KOTopble KpenaTcs K onpase
O4KOB, NINBO, eCcrin HET BblpaXKeHHOW cna-
60CTV MUMUYECKMX MbILLL, NpuberatT K
Xupyprudeckomy nevenuto [3, 5].

M3 aHamMHe3a nauuMeHToB U UX Me-
OVLIMHCKMX KapT yCTaHOBMEHO, YTo oba
naumMeHTa normy4vanu meankaMeHTO3HOe
CUMMNTOMaTUYECKOE JIEYEHNE MO MECTY
xuTtenbctBa 1 pa3 B roa. lNpenapathbl

BBMAY ABUraTerbHbIX HapyLLEeHU Ha3Ha-
Yyanucb Ans nepopanbHOro NPUMeHeHMs,
Takune Kak kapHuanbe 2,0 Mr 2 pasa anu-
TenbHO, UMTOMMaBUH, MuUibramma, Au-
6a3on 5 mr 3 pasa B AeHb, HENPOMUAMH.
Takon Kypc neyeHns ABnsieTcs HegocTa-
TOYHbIM [N BOCCTAHOBUTENBLHOMO rle-
YeHus NofoOHbBIX MAUUEHTOB, HE FOBOPS
0 nannuatuMBHoOW Tepanuu. BonbHble He
MMEIT BO3MOXHOCTM Mofly4aTb Maccax,
neyebHyo uskyneTypy, uanorepa-
neBTUYECKME 3nekTponpouenypbl. XoTs
a[leKBaTHO Ha3HayeHHas Tepanus U He
MOXET M3re4nTb 60nbHOro, oHa MOXeT
YNyYlWNTb KA4YeCTBO €ro >XU3HWU U NpPOoA-
NUTb XN3Hb.

3akntouyeHue. YuntbiBasi Te4eHNE 3a-
6onesaHns OPM[, xapakTepusytoLlee-
CSl HEYKIMOHHbIM pa3BUTUEM CUMMTOMa-
TVIKW, BEOYLUMM K CHWXXEHMIO KayecTBa
XWU3HW, ana GonbHbix ¢ OPM[ Heob-
XOAMMO MpPOBOAUTL 2 pasa B rof Kypcbl
CYMMTOMaTMYECKON Tepanun B YCNOBUSAX
crneunannavpoBaHHOroO  HeBporlormye-
CKOro otaeneHusi. Bpaun OOMmKHbI KOH-
CynbTMPOBaThb MALMEHTOB, YEro OXMaaThb
no mepe nporpeccupoBanns OPM[, a
Takke 0bcyxaatb cnocobbl JOCTYNHOro
BMeLLaTenbCcTBa W  NoadepkvBatoLlem
NMOMOLLM ANSsi CHUXXEHUSA pUCKa yayLbS U
apyrux ocnoxHexHun OPM[.

Takue KOHCynbTauuMM MOTYT CHU3UTb
3MOLIMOHarbHY Harpy3ky 3aboneBaHus.
MauuneHTam 13 otsroleHHbIx OPM/ ce-
Men, MeguuUmMHCKUM paboTHMKaMm, OTBET-
CTBEHHbIM 3a BeAeHMe NauMeHTOB, Kak
1 BCEM NIOASM C peakummn 3aboneBaHu-
MU, HeobxogMma LOCTOBepHasi, coBpe-
MeHHasi MHdopmaums o 3aboneBaHUu.
[na cBoeBpeMeHHOWN MOCTaHOBKU Auna-
rHosza Heob6xoouMO MPOBOAUTbL MeOMKO-
CaHUTapHOe MpPOCBELLEHNEe HaceneHus
N cpean cemen ¢ otaroweHHon OOM[
HacneacTBEHHOCTbO, cobrnogas  Bce
npasuna 6uoaTukn. PaHHAs guarHocTu-
Ka B OTSAMOLWEHHbIX CEMbSIX MO3BONUT
NpOBOAWTbL MpeHaTarnbHyl0 OUarHOCTU-
Ky Onsi CHWXKeHust rpy3a 3aboneBaHusi
B MoMynauun, a Takke MNpOBEeAeHne
NPecUMNTOMaTUYECKOrO JeYeHUss npu
HOCUTENbCTBE MNATONOMMYECKOro reHa
PABPN1. TpyaHOCTb MOCTaHOBKM Awua-
rHo3a cBsi3aHa C MO34HMM Hayarnom 3a-
oonesaHusa (40-60 nert), ocobGeHHO B
CEMbSIX C HEBbISIBIIEHHOW OTArOLEHHOMN
HacneacTBeHHOCTb. oaToMy meamko-
CaHMTapHOe MpOCBELLEHNe HaceneHus
UrpaeT BaXHyl Porb AN CBOEBPEMEH-
HOW MOCTaHOBKM gnarHo3a. Kpowme Toro,
CBOEBpPEMEHHAas AMarHoCTMKa 4acT BO3-
MOXHOCTb paHHeln npodopueHTaumm na-
uneHTa. BelpaboTtaTb nonesHbie NpuBbIY-
KV 300pOBOro obpasa usHu, orpaHnunTb
TSKenbin  usnyeckni Tpya, BOBPEMS
nony4aTtb BCe BUAbI CUMMNTOMATUYECKOMN

12021 AW 2

Tepanuu, Takne Kak Koppekuus nTo3a
BEK C nomoLuplo briecpaponnactmkum, Kpu-
KodapuHreansHas MUOTOMUS, KOTopasi
yAyyLWUT Ancdarvio Ha paHHUX CTaamsax
3aboneBaHus, a Takke XxeMoAeHepBaLms
OOTYNMMHNYECKUM TOKCMHOM A B KpUKO-
hapuHreanbHyto Mblwly. Ha nosgHux
CcTagusax onepatuBHble METOAbl NeYeHus
OyoyT yxe HeaddekTmBHbl. Heobxoau-
MO MPOAOIMKUTL COTPYOAHMUYECTBO C YCThb-
AngaHckuM ynycom Ans ganbHenllen
paboTbl MO MeAMKOo-CaHUTapHOMY Mpo-
CBELLEHUIO HaceneHus.
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