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HACJIEACTBEHHBIE HEPBHO-MBIIIEYHBIE BOJIE3HU. YACTD 3.
MbBIINEYHBIE JUCTPO®UU: ITIATOT'EHE3, IMATHOCTUKA, JEYEHHUE
Kazaxoeé B.M.*?, Ckopomey A.A.%, Pyoenxo JI.U.*?, Cmyuesckaa T.P*?, Konvinun B.0.*?

'Kadenpa neponoruu [ICIIOI'MY um. akax. VL.II. [TaBnosa, Caukr-IletepOypr, Poccus
2Otnesnenne HepBHO-MbIIIeUHBIX GoesHeit [MIIb 2, Caukr-Iletepbypr, Poccus

Obcyocoaemesn membpannas meopust ciadoCmu Mulidy NPy HACIEOCMBEHHBIX MbIULEUHbIX OUCIPODUAX BCIe0CmBUe
N0BPENCOCHUST CAPKOTIEMMbL U MeMmbpan opyaux opeanein ckeremuou motuyslt, pors KT, MPT u ¢ocgopnot MPT-
CheKmpoCKonuY 6 OUASHOCIUKE MbIUEUHBIX OUCIPOGYULL, a MAKdIce UCNONb306AHIe HeUHBAZUGHO20 CNOCOOA NpeHa-
MANLHOU OUACHOCIMUKU HYMEM MONEKYIAPHO-2eHemuiecko2o anausza JJHK niooa, nonyuennoil us kposu 6epementotl
orcenuyunvl. Onucanol paznuunvle NPOOHBIE CROCOObI 1eHEHUs MLIUEYHBIX OUCTPODUIL.

KnwoueBsie cnoBa: maroreHe3 NporpecCUPYIONUINX MBIIICUHBIX AUCTpoduil; MeMOpaHHAas TEOPHs MOPAKEHHS
mbiy; poiib KT, MPT u ¢ocdopnoit MPT-cniekTpockonuu B AMArHOCTUKE MBIIICYHBIX
mcTpouil; MpeHaraibHas THAarHOCTUKA W METOIBI JICUCHHSI.

Jas nutupoBanus: Kazakos B.M., Cxopomenr A.A., Pynenko I.U., Ctyuesckas T.P., Konsiaun B.O. Hacnencreen-
HBIC HEPBHO-MBIIICUHBIE Ooe3Hn. YacTs 3. Mblmeunsle TUCTpOHN: TTaTOTeHEe3, AMArHOCTHKA U JiedeHue. Poccuii-
ckutl negponozuyeckuil dscypuan. 2020;25(2):5-11 (Russian). DOI 10.30629/2658-7947-2020-25-2-5-11.

Jois koppecnonaenuu: Kazakos B. M. — e-mail: valerykazakov(@mail.ru

KondaukT nHTepecoB. ABTOPEI 3asBIISIOT 00 OTCYTCTBHU KOH()INKTA HHTEPECOB.

®duHaHcupoBanme. VcciaenoBanyue He UMEJI0 CIIOHCOPCKON TOJIEPIKKH.

HNudopmanus 06 aBropax

Kazakos B.M., e-mail: valerykazakov@mail.ru

Cxopomern A.A., e-mail: askoromets@gmail.com; https://orcid.org/0000-0002-5884-3110

Pynenko JI.W., e-mail: dmrud H2@mail.ru; https://orcid.org/0000-0003-0561-4194

CryueBckas T.P., e-mail: timamd@gmail.ru

Konemun B.O., e-mail: vkolynin@mail.ru

HEREDITARY NEUROMUSCULAR DISEASES. PART 3. MUSCULAR DYSTROPHIES:
PATHOGENESIS, DIAGNOSIS AND ATTEMPTS OF TRIAL TREATMENTS

Kazakov V.M.*2, Skoromets A.A.%, Rudenko D.1.1?, Stuchevskaya T.R.%?, Kolynin V.O.1?
"Department of Neurology First Pavlov State Medical University, St. Petersburg, Russia
2State Medical University, Russia Department of Neuromuscular Diseases, City Hospital 2, St. Petersburg, Russia

Membrane theory of muscle weakness in hereditary muscular dystrophy was described with accent of predominated
Ca?* ions in skeletal muscle due to destruction of the sarcolemma and other membranes of the different organelles of
the skeletal muscle. Showed the role of CT, MRI and phosphorus NMR-spectroscopy as well as the noninvasive the
analysis cell-free fetus DNA in maternal plasma for prenatal diagnostic of muscular dystrophies. The different a trial
attempts of treatment of muscular dystrophy was described.

Keywords: membranes theory of the muscle affection; the role of CT, MRI and phosphorus NMR-spectroscopy
in diagnosis of muscular dystrophy; noninvasive prenatal diagnosis and the different principles of
muscular dystrophy treatment.

For citation: Kazakov V.M., Skoromets A.A., Rudenko D.I., Stuchevskaya T.R., Kolynin V.O. Hereditary
Neuromuscular Diseases. Part 3. Muscular Dystrophies: Pathogenesis, Diagnosis and Attempts of Trial Treatments.
Russian Neurological Journal (Rossijskij Nevrologicheskiy Zhurnal). 2020;25(2):5—-11 (Russian). DOI 10.30629/2658-
7947-2020-25-2-5-11.
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IlaTorene3 mporpeccupyolmuX MbIIIEYHBIX AUC-
Tpoduii (IIM /)

Memopannas meopus. Hanbomnee moOmyasipHON SB-
JSieTCs. TUTOTe3a TeHepaIM30BaHHOIO JaedexTa MeM-
Opan Mprm. [Ipenmonaraercs, 4To HapyIIeHHE CHHTE3a
TUCTPOPUHA U TUCTPOPUH-CBA3AHHBIX OCJIKOB IPHUBO-
JIAT K TIOBBIIIIEHHOUW MPOHUIIAEMOCTH CapKoJIeMMallbHOM
MEMOpaHbl U HAPYHICHUIO (DYHKIIMOHUPOBAHHS BOJIb-
Ta)X-3aBHUCUMBIX MOHHBIX KAJIBI[EBBIX KAaHAIOB CApPKO-
JIEMMBI. DTO MPUBOAUT K M30BITOYHOMY MOCTYIUICHHIO
HMOHOB KaJIbI[Usl BHYTPb KJIETKH, KOTOPBIN ITyTEM aKTHBa-
UM IPOTea3 U MeNTHa3 OKa3bIBAET MPSIMOE HEKPOTH3H-
pyroiiee JaeicTBre Ha MHOGUOPHUILIBI, @ TAKKE SIBIISICTCS
MOIIIHBIM CTHMYJISITOPOM aIlonrTo3a. JTa TUrnore3a 00b-
SICHSIET (PAKT CHIDKEHHSI aKTUBHOCTH CapKOILIa3MaTHye-
CKUX ()epMEHTOB B MBIIIEYHOH TKaHH y 00nbHBIX [IM]]
W YBEJIIMYCHUE UX KOHIICHTPAIIMHU B CBIBOPOTKE KPOBH.

YBenndeHne KOHICHTPAIIMA HOHOB KaJIbIIUS B CAPKO-
IJ1a3Me BEJIET TAKXKE K aKTUBAIIMK MEMOpaHHbBIX (hocdo-
JUTa3, MOBPEXIAIONIUX JIUTUAHBIN OMOCIod MeMOpaH.
D10 00yCIOBIMBACT HAPYIICHHUE JIMITHIHO-OEIKOBBIX
B3aMIMOJICHCTBUIT MeMOpaH pa3iMYHBIX OPTaHEeIT MBbI-
[ICYHOW KJIETKH (MHUTOXOIPHUH, JH30COMBI, MEPOKCH-
COM), B TOM YHCIIE MeMOpaH CapKOIIa3MaTHYeCKOTO
pEeTHKYyJIyMa H capKoJIeMMBbl. BelencTBue CTpyKTypHBIX
neeKTOB MUTOXOIPHATFHBIX MEMOpPaH B MHOGUOPHIT-
JIaxX CHIDKAeTCs Ie3aMHHUPYIOIIas aKTUBHOCTh (hepMeH-
Ta MOHOAMHWHOKCH/Ia3bl, YTO CIIOCOOCTBYT HAKOTIICHUIO
KaTeX0JIaMHUHOB, OKa3blalOIIMX TOKCHYECKOoe JelCTBHE
Ha MBIIIEYHBIE BOJIOKHA U COCY/IBI.

[oBpexxaenne MeMOpaH MUTOXOHIPUH BENET K Tie-
perpy3ke MHUTOXOHIpPWUN KallbIIUEM, YTO MPHBOAUT
K HEYCTOMYMBOCTH peakiuil OKHCIUTENBbHOTO (oc-
(dopunpoBanusl W HapyIeHWo oOpazoBanms ATO.
[loBpexxaenne mMemOpaH JIHM30COM CHOCOOCTBYT TMIpO-
HUKHOBEHHIO JIM30COMATBHBIX (PEPMEHTOB (MpoTeas,
nentunas, PHKa3) B capkoruiasmy W ycuiieHHIO Ka-
TaboNMMYECKUX TporeccoB. M30BITOK KaIbIHs B TIe-
POKCHCOMax HapylaeT oOpa3oBaHUE HHEPTUH 3a CUET
OKHCJICHUS )KUPHBIX KUCIOT C OYeHb JUTMHHOH IIETIBIO.
OHn TakKe yCHIUBAET NEPEKUCHOE OKUCIIEHHE 00pa3o-
BaBIINXCS JKUPHBIX KHCJIOT B KJIETOYHBIX MeMOpaHax.
DTO MPUBOJUT K HAKOIUICHUIO CBOOOIHBIX PaJHMKAIIOB,
KOTOpBIE TaKKe TOBPEXIAIOT JUIMHUIHBIA CIIOH TUIa3Ma-
TUYECKUX MEMOpaH U MeMOpaH OpraHelul B MBIIICYHON
KJIETKE.

Takum 00pazom, aKKyMymsIUs KaldblUsg U WHIYIHU-
POBaHHBIC UM OHOXUMHYECKHE PEAKIIUH IPUBOJSAT K Jie-
CTPYKITUM MBIIIEYHBIX BOJIOKOH M YBEITUYEHHUIO COEIH-
HUTEJIbHOW U KUPOBON TKAHU B MBIIILAX, HAPYIICHUIO
MEXaHU3MOB COKPAIICHHS U PacCIabIeHHsT MBIIIEYHBIX
BOJIOKOH.

JAMarHOCTHKA MPOrpecCUPYIOINX MBbIIIEYHbIX
auctpoduii (ITMA). [Toutn mpu Beex tumax M/l npu
WCTIOJIb30BAHNN JIOTIONTHUTENBHBIX METOIIOB HCCIE0-
BaHUS (ANEKTPOPHU3MOIOTHUECKUE, THCTOIOTUYECKHE,
TUCTOXUMHYECKHE OWOXMMHYECKHEe, DIEKTPOHHOMH-
KPOCKOIIMYECKHE, YIIbTPa3BYKOBbIC, KOMIIBTEpHAS H Mar-
HUTHO-PE30HAHCHAs ToMorpadus) OoOHApPYKUBAIOTCS
Hecrieun(pUUecKue N3MEHEHUs, U BCE TePEUHCICHHBIC
METOABl HE TO3BOJSIOT IMOCTABUTHh TOYHBIN THArHO3
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tuna auctpopun. OHAKO BCE ITH METOJbI MTO3BOJISIFOT
MOJTBEPANTh HAJIMYUE MHOTEHHOTO IPOIecca, TO €CTh
MHUOAUCTPO(DHUIO, U OTIIMYUTH €€ OT HEBPOTCHHBIX aTpo-
(uii (HElipoHOMATHI W HEBPOINATHI) W BPOXKIECHHBIX
MHUONATUI C XapaKTepHBIMH TUCTOJIOTHUECKUMH H3Me-
HEHHUSIMH MBIIICYHBIX BOJIOKOH, & TaKXKe MHUTOXOHIPH-
ANBHBIX U META0OJIIMYECKUX MUOIIATHH.

Tounsblil Auarno3 Tuna MJ| ycranaBnuBaeTcs Ha Oc-
HOBAHHUU MOJIEKYJISIPHO-TEHETHUYECKUX HCCIIEeIOBaHUI
(ITLP n amamnu3 KoH(OPMAIMOHHOTO TOJUMOp(dHI3Ma
onHouuteBoi JIHK nist oOHapykeHust MyTalliu B reHe),
UMMYHOOJIOTTHHTa 1 UMMYHHOTUCTOXUMHUH (C HCITOIb-
30BaHUEM MEUEHBIX aHTUTEN K crenuduueckum Oe-
KaM — TIPOAYyKTaM T€HOB), a Takxke ¢dochoproir MP-
criekTpockonu# [1].

PenrtreHoBckasi KomMmnblOTepHasi ToMorpadus
(KT). HopmanbHas MblIIIa ©UMEET TOMOTCHHBIM BUI U
MpeACTaBlieHa HOPMOAEHCUBHOM 30HON IIOTHOCTHIO
ot 50 no 70 enunnn no Xayncduiny. ['unepnencuBHas
30Ha TpencTaBlieHa KOCThIO (Oebli IIBET), THUITONCH-
CUBHAsl 30Ha — JKUPOBOHM KJICTYATKOW, COCIUHUTEIb-
HOW TKaHBIO W BONOW (TeMHBIN I1BeT). B Mecte pa3Bu-
THUSl JKUPOBOW M COCTUHHUTEIHHOTKAHHON JereHepaluu
CHIDKACTCS IIIOTHOCTD MBIIIIEYHON MapEHXUMBI OT —8 J10
—112 egunun (mo XayHcdunny). ['uneprpodupoanHas
MBIIIIA MIPeJICTaBIeHa THIIEPACHCUBHON 30H0M (Oembrit
[[BET), a TCEBIOTUIEPTPOUPOBAHHAS MBIIIIA — TO-
MOTEHHOHN TMIOZCHCUBHOM 30HOW (TeMHBIN 11BeT). IIpu
MUOIIATUHM PAHBIIE CHIKAETCS IJIOTHOCTH MBIIIIIBI
BCJIC/ICTBUE 3aMEIICHUSI MBIl KUPOBOW W COE/IHU-
HUTEIFHOW TKaHBIO W TIO3[{HEE yMEHBIAeTCs pa3Mep
MBIIIIEL U3-32 ee arpoduu. [Ipu HeBpomaThu paHblle
TIOSIBIISIETCS] YMEHBIIIEHNE Pa3Mepa MBIIIIIBI BCISICTBUE
arpo®uu M TO3[HEE CHIDKACTCS IUIOTHOCTH MBIIIIIBI
BCJIEJICTBHE 3aMeIIeHHs )KUpoBoii TkaHbio. KT mo3Bors-
eT OTJIMYUTh MUOMNATHUIO OT JICHEPBAIIMOHHOW aTpoduu
u monmmuo3uTa. [1pu mommmuosnte Ha KT BBIABISAIOTCS
TUTIOTCHCUBHBIC YUACTKU — MPU3HAKU MH(DUIBTPALINH,
HAXOX/ICHUS JKUIAKOCTH (BOIBI) B ATHX Y4aCTKaX MBIII-
IBL.

MaruuTHoO-pe3oHancHass Tomorpapus (MPT)
MbIIbI. [Tonydenne n3o0paxxeHus: OCHOBaHO Ha OIpe-
JIEJICHUH TIOTHOCTH SAEp MPOTOHOB (BOAOPOIA) B pas3-
JIMYHBIX CTPYKTYpaxX MBIIIIBI ¥ BPEMEHU MX pejiaKkca-
1. CTPYKTYpBI C MaJloi TUIOTHOCTRIO SiIep MPOTOHOB
(MBIIIIa, KOCTH) TAIOT CUTHAIIBI CJIA00H NHTCHCUBHOCTH
(oHM UMEFOT TeMHBIH BeT). JKup, Boga U COeTMHUTEITh-
Hasi TKaHb, Ha0OOPOT, JIAIOT CHTHAJI CHJILHOW HHTCH-
cuBHOCTH (OHM MMeroT Oenbrif 11BeT). MPT, kak n KT,
MO3BOJISICT YCTAHOBHUTH Pa3MEpP MBbIIIIIBI, BBISBUTD JKHU-
pPOBOE TIEPEPOKICHUE MBIIIIIHI M (POPMYITY MBIIIECTHBIX
nopaxkeHut [2—41].

Taxum o6pazom, Y3U, KT u MPT no3Bosstor ompe-
JEeTUTh MOP(OIOTHIYEeCKUE U3MEHEHHS B MBIIIILIE.

Dochopuas MP-cnekTpockonus. ITOT METOJ TI0-
3BOJISICT M3YYUTh YHEPTETHUECKUH METaOOJIM3M MBIII-
I[bI, OIIGHWTh COCTOSIHME BCEX IyTell 00pa3oBaHUS
sHeprun (AT®D) B CKeNeTHOW MBINIIE 32 CYET OKHC-
JICHUsI YIIIeBOJOB (OKUCIHUTEIbHOE (ochoprinposa-
HUE) U )KUPOB B MUTOXOHJpHUAX, KpearuH(pocdara, aH-
a’pOOHOT0 TIMKONN3a M TUKoreHonusa. C MOMOIIbIo
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MP-cneKTpoCKONIUM  HEMOCPEACTBEHHO  OMPEACIISIIOT
PH xnerku, wonnenrpamuio Qocdokpearnna, ATD,
Heopranudeckoro Qocdara u nakrara. KocBeHHBIM
ITyTeM, Yepe3 MOJCYET Pa3IMYHbIX COOTHOIICHHN M KO-
3(UIMCHTOB, HCIOJb3Ysl «IEPEKPECTHBIC TEOPEMBI»,
MOYKHO OIICHHTh aKTHBHOCTHh JH3MMOB, Y4YacCTBYIOIIUX
B OKHUCJIHUTEIbHOM (hochOopUIMpoBaHUHU, PACIICIUICHUU
IJIMKOTEHA, KUPOBOM oOMeHe. Meton OezomaceH, 0e3-
0OJIE3HCHEH, M PE3YJIbTaThl TTOBTOPHBIX MCCIICIOBaHUMN
MTO3BOJISIIOT TIPOCIIEIUTh BIMSHUE Pa3UYHBIX IIpera-
paToB Ha 3HEPTEeTHUYECKHII METa0OJU3M MBIIIIbI, TO
€CThb OIEHUTH d(PPEKTUBHOCTH MPOBOJUMOTO JICUCHHS.
B psane ciyqaeB MP-criekTpocCKkonusi IIO3BOJISIET BbI-
SIBUTh TICPBUYHBIA OHOXUMUYCCKHHA NEePEKT, ACPUIIAT
OTPEJCICHHOTO YH3MMA, MOATOMY METOJ MOXKHO HC-
MTOJTE30BATh IS TUATHOCTHPOBAHUS PA3IMYHBIX BUIOB
[JIUKOTEHO30B M MUTOXOHIPHAIBHBIX MUOMATHi [1].

Ilpenamanvnasn ouaznocmuka. JIo HelaBHETO Bpe-
MEHHU HIMPOKO HCIOJIB30BAJICS TPAHCAOIOMUHAIBHBIN
aMHUOIICHTE3, KOTOPBIM BBITOJNHSICA Ha 8-9-if He.
OEpEMEHHOCTH JIJIsl TCHETUYECKOTO aHajIn3a KICTOK aM-
HUOTHUYECKON JKHIKOCTH WM BOPCHHOK XOpHOHA [5].
OpHaKo B HACTOSIIIEE BpEMs JUIsl IPEHATAILHOM JIUarHO-
CTHUKH MBIIICYHBIX TUCTPOPHUI U APYTUX HACIICIACTBCH-
HBIX 3200JIEBaHUI WCIIOJIb3YeTCSI HEMHBAa3HBHBIN CIIO-
€00 MMATHOCTUKH TYTEM MOJEKYISIPHO-TEHETHYECKOTO
anamm3a JIHK moga, monydyeHHo# u3 KpoBU OepeMeH-
HOM >KeHIITUHEI [6, 7].

IMonbITKH NPOOHOIrO JieYeHUs: MbIIIEYHBIX JHC-
Tpoduii. [IIUPOKO MCTIOIB3YIOTCS peabUIUTAIIMOHHBIC
METOZIBI: Maccak, TUMHACTHKa, IUIaBaHUE, PACTsIKe-

Puc. 1. MPT wmbiin roseneii B T1-B3BelIeHHOM 130-
Opaxenuu (BI) y G0IbHBIX ¢ KOHEYHBIM (hEHOTHIIOM
JUIKM/I2. XKupoBast fnereHepanus (TUIEpUHTEHCUB-
HBI CHTHAJ) MBI 3aJHEH rpymnmnbl Oeaep (crpa-
Ba) U MEPOHEANBHOW TpyIIbI (CIeBa), BKIIOYas Mm.
gastrocnemius (caput mediale)

Fig. 1. MRI of the lower leg muscles in Tl in
patients with the final phenotype of FSLMD?2. Fatty
degeneration (hyperintensive signal) of the muscles
of the posterior thigh group (right) and the peroneal
group (left), including mm. gastrocnemius (caput
mediale)

REVIEWS

HUE MBIIIEYHBIX KOHTPAKTYP, OPTE3bI, (PUKCHPYOIINE
TOJICHOCTOIHBIN, KOJEHHBIM M Ta300eApeHHBIN cycTa-
BbI, CIIELMATbHBIE KOPCETHI /ISl UCTIPABICHHUS CHIBHO-
ro kudosza WIM CKOIMO3a, XHUPYPTUUECKUE OTeparuu
JUTSL ICTIPABJICHUS TIATOJIOTUYECKON AeopManuu CTo-
mbl, kudo3a 1 PUKcaUK JONAaTOK K TPYJHOH KIETKe,
Kpecia Ha KojecaXx C aBTOMAaTHYEeCKHM YIIpaBICHUEM
W JpIXaTenbHble anmaparbl. [lo MHEHHIO OOJNBIINH-
CTBa WCCIeoBaTeNIeH, TIePeUrCICHHbIE BBIIIE METOMbI
VAYYIIAIOT JIBUTATEIbHYI0 aKTHBHOCTH OONBHBIX. U3
MEJIMKaMEHTO3HBIX CPEJCTB MPUMEHAIOT KodH3uM Q10
mo 100-150 mMr B nens B Teuenuwe 1 roma. KosHzum
Q10 sBnsieTcsl MIaBHBIM TPAHCIIOPTEPOM DBJIEKTPOHOB,
KOTOPBIM MEPEHOCUT UX OT koMmIulekcoB I, II, a Takxke
AIIEKTPOHOB, O0PA3YIOUINXCS MPH OKUCIECHUH KHUPHBIX
KHCJIOT ¥ JJIMHHOLENOYEYHBIX aMHUHOKHCIOT B LIUKJIE
Kpe6ca, ra xommurekc III. [pyroit Tpancmoprep — cy-
toxrome C — NepeHOCUT 3IEKTPOHBI Ha KoMIuieke V.
Omnako kosH3uM Q10 u muroxpom C, Hapsay ¢ mepe-
HOCOM D3JIEKTPOHOB IO JBIXaTEIbHOM IIENH, OCYyIecT-
BIISIIOT TaKKe€ MEPEeHOC MOHOB BOAOPOIA M3 MaTpHUK-
ca MUTOXOHJPHH B MEXKMEMOpaHHOE MPOCTPAHCTBO.
B mporecce o6paTHOTO TOKa TIPOTOHOB BHYTPh MaTpUK-
ca MUTOXOHJIpHH (B KOMIUIEKCE V) TPOUCXOAUT yTUIIH-
3anus 0CBOOOXKIaeMOM B ABIXaTeNbHOW IETH SHEPTHUU
nytem pochopunupoBanusi AP B AT® u apyrux ma-
Kposprudeckux (ocharoB u co3maercs 3amac YHEPTUU
OMOJIOTHUECKOTO OKHCIIeHUSI. MUTOXOHIPUN HA3bIBAIOT
9HEPreTUYECKUMH CTAHIIUSAMHU KJIETKH, OHU TOTJIONIAI0OT
90% kuciopoaa, MOCTYMAIOIIETO B OPraHU3M YEJIOBEKa,
n o6pazytot 80-90% AT [8].
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OB30Pbl

Wnebenon (Noben) — ananor youksuHoHa (CoQ);
AHTHOKCHUJIAHT, OJIOKHPYET MEePEKUCHOE OKUCIICHUE ITH-
MU0B U 00pa3oBaHue CBOOOIHBIX PaHKaJIOB, y4aCTBY-
€T B TPAHCIIOPTE JEKTPOHOB B JBIXaTEIHHOW IIEMTH MU-
toxouapuii [9, 10]. Ilpu Gonesnu [romieHHa oObIUHAsS
71032 COCTABIISAET 5 MI/KI MacChl Teja, a MPH TAKEITbIX
cayqasx 6one3nu 400-500 mr B geHs B Teuenue 1 roaa.
Butamun E no 400 mr x 3 pasa B geHp a0 1600 mr
(1600 mr pasusiercs 800 ME) B Teuenue 6-12 wmec.,
a Takke L-kapHuTuH no 1 r 2-3 pasa B I€Hb.

Bepanamun — 610KaTop KaubIMEBbIX KAHAIOB, PE-
KO HCITONB3YeTCs JJIS JISIeHUH MHUOTIATHH (CM. rmaTore-
He3 M/I u posib HOHOB KalblUsl B IIOBPEXKIACHUH MBIIII-
1bl). MakcuManbHas 1o3a Bepamammia — 10 240 mr
B JICHb.

B mocnemame 5 ner s neduenus MJI dromenHa
(MI1) mpuMeHSI0T CTEpOUAHbIE MpenapaTsl — Mpe-
HU30II0H WK fedumazakopT. [lepBoHagabHO UCTIONB30-
BaJIM HETPEPBIBHBINA CrOCO0 JICUSHHUs: 1032 MPEIHU30-
sgona 0,3-0,75 mr Ha 1 Kr Macchl Tejla ¢ €KeIHEBHBIM
npuemMoM B TedeHue 6 mec. [8]. Omnako C. Angelini,
E. Peterle [11] mpeamoxuimu mpepbIBUCTHIN CIIOCO0 Jie-
YyeHust: npegHu3oson 0,75 Mr/kr/nenp wim neduazakopt
0,9 mr/xr/nens. Haznagaercs npenapar xaxsie 10 queit
B MecsIl B TeueHne 6—12 mec. [lo MEHEHUIO aBTOPOB, 3(h-
(bexT JeyeHHs TOT ke, HO OCJIOKHEHUIH 3HAUYMTEIbHO
Menble. Jledaa3akopT JaeT MEHbLIE OCIOKHEHUH, YeM
MIPETHU30JIOH, B TNIAHE 3a/I€PXKKH KUIAKOCTH, THIIEPTEH-
3WH U TIPUOABKU MacChI Teja.

Psin aBropoB [12] mucmonb3oBany A IeUeHHs OeTa-
CapKOTIIMKAHOTIATHI codeTaHue neda3akopra B J03€
0,9 mr/kr/nenp B Teuenue 30 Mec. ¥ MEHTOKCU(DUIUTHHA,
KOTOpBIN 100aBUIN Yepe3 4 Mec. TOocie Hadaia Jiede-
Hus pedmazakoproM. Hecmorpst Ha Hamuuue y OOib-
HBIX TSDKEJIOTO TOPaKEHUS MBI MPEUMYIIECTBEHHO
Ta30BO-0CIPEHHOM 001aCTH OTMEYAJIOCh 3aMe/ICHUE
MporpeccupoBaHms O0e3HH. ABTOPHI OOBSCHSIIN TIO-
TIOXKUATENBHBIN dPPEKT ACUCTBHEM TEHTOKCH(PHUILTUHA.
[lenTokcnmmmuH sBrusercs Onokatopom  Qocdoan-
actepasbl. [1o JaHHBIM paHIOMHU3UPOBAHHBIX HCCIEN0-
BaHWH, OH YMEHBIIIAeT BOCMANIeHNE U GUOPO3 U YBEIH-
yuBaeT cwiry meii [11, 12].

B Hacrosiiee Bpemsi POBOAMTCS WCHIBITAHUE JIPY-
roro crepouJHoro mpemnapara vamorolone [13]. Dto
HOBBIA CTEPOUJIHBIA AHTUBOCIAIUTEIbHBIA Mpenapar,
aHaJIOT TPEJHU30JI0HA, COXPAHSIOUINHA 1I€JTOCTHOCTD
KOCTHOMW TKaHH, HE BBI3BIBAIOIINM OCTEONIOPO3 U TUIIEP-
mKkeMuio (5 Mr Ha 1 Kr macchl Tela B JEHb; MaKCH-
MajbHas 103a 6 MT/KT/ICHb).

ITpu MJI /IrolIeHHa, Kak BEPOSTHO U IPU IPYrUX
MJI, u3aMeHsieTca TyMOpajbHbIA U KIETOYHBIM MMMY-
HUTET. B Mblline okaspiBaeTcs MHOTO HEKPOTHU3HPO-
BaHHBIX MBIIICYHBIX BOJIOKOH, M B OTBET MOSIBIISIOTCS
MOHOKJIOHAJIbHbIC AHTHTEJNA, TMPEACTABICHHBIC IMTO-
TokcruecknuMu T-kimeTkamu. OTMedaeTcs MOBBIIICHHAS
qyBCTBHTEJIBHOCTh JUCTPOPUUECKONM MBIMIIBI K MO-
Bpexatoniemy aeicreuto T-knetok. st mpenorBpa-
LICHUS TAKOH MIMMYHHOM aTaKu U UCIIOIb3YIOTCSI CTepO-
WJIBI.

OpHako cTepou bl 00JIaaI0T HE TOIBKO MTPOTHBOBOC-
HNaJUTEIBHON M UMMYHOCYIPECCUBHOM AKTHUBHOCTBIO
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(mpyrue MMMYHOCYIPECCHBHBIE Tpenaparsl (a3aTHo-
MpHH, THKI0GochamMul) OOBIYHO HE OKAa3bIBAIOT TOJIO-
xurenbHoro 3¢dexra nmpu MJ] dromenna). Umerorces
U JIpyrye MEXaHWU3MBbI JEHCTBHS CTEPOUIOB, HAIIPHUMEP
CTepOM/IbI BJIMSAIOT HA HKCIPECCHIO0 T'eHOB. B wacTHO-
CTH, OHH BBI3BIBAIOT THIIEPAKCIIPECCHUIO TeHa yTpodurHa,
YTO MPHUBOJUT K YBEIUYCHHUIO CHHTE3a YyTpO(HHA B MbI-
IIEYHON KJIeTKe. B KadecTBe BO3MOYKHOTO MeXaHH3Ma
JIeHCTBUSI CTEPOUIHBIX TpenapaToB ObLIa Mpeasoxe-
Ha KOHIIEMIUS CTaOWIN3aIK CTEPOUJAMHE JIUTHAHOTO
OMOCIIOA TIa3MaTHYeCKOH MEMOpaHBbI.

Crepousipl BIUSIOT HA MUOTEHe3 U OOMEHHBIE TIPO-
HEeCcChl B KJIETKE, YMEHBIIAIOT KOHIICHTPALUIO BHYTpPHU-
KIIETOYHOTO KaJlbIUs, CTUMYIHPYIOT Mponudepamuro
MHOOJIACTOB M OJOKHUPYIOT pacraj] OeIkoB (IPOTEHHO-
musuc) [14, 15]. OnmHako OHM HE TIPEIOTBPAIIAIOT pa3-
BuTHE (prOPO3a MBI M KOHTPAKTYpbl. Takum oOpazom,
MaJIOBEPOSITHO, YTO TOJIHKO MMMYHOCYIIPECCUBHOE JIeH-
CTBHE CTEPOMJOB SBISIETCS BaKHBIM (DAKTOPOM B Jieue-
Huu M/JI.

Cy1iecTBYyeT ONBIT JEUCHHUS LUKIOCIOPHHOM, KOTO-
pr1ii mpuMmensua ipu M/ [{romenna B mo3e S mr Ha 1 kT
Macchl Tenla eXeAHEBHO B TeueHue 2 mec. llomaraior,
YTO HUKJIIOCTIOPWH YMEHBIIAeT KOJIUYECTBO ITUTOTOK-
CHUYECKUX JTUM(OIHTOB, a TAKXKe MOXKET BbIpabaThIBaTh
WUHTEPICHKHUHBI, Pa3IHYHbIC MPOTHBOBOCIAIUTEILHBIE
UTOKHUHBI ¥ TaMMa-UHTEepPepoH K T-rmmporuram.

Psg aBTOpOB pPEKOMEHIYIOT HCIOIB30BATH ITHKIIO-
criopuH A npu Muonaruu betnema u cunapome Yiabpu-
Xa B J03¢ 4 MI/KI MaccChl Tena eKeaHeBHO 2 mec. [16,
17]. beuto oOHapykeHO, YTO 3TOT Mpenapar OJOKHPYEeT
KaJBIIMHEBPHH, KOTOPBIH HapyliaeT oOMeH yTpoduHa,
W WHTHOWPYET TOBBLIIIEHHYI NPOHHUIIAEMOCTh MHUTO-
XOJIpHANIBHBIX TIOp, YTO OOECHeYMBAeT COXPAaHHOCTh
AKCTPASIUTIONIAPHBIX  OCJIKOB, TaKUX KaK KoJJIareH
6-ro THMa, JIJAMMHWH U KOJUIareH 1-ro Tuma. DT mpo-
[[ECChI YMEHBIIIAIOT JIETSHEPAIHI0 MBIIIEYHBIX BOJIIOKOH
U YJIy4IIaroT MPOLECChl pereHeparii.

I'eHTaMHUIINH BBI3BIBAET PEIKCIPECCHIO TEHA JIHC-
TpoMHa B MBIIIEYHBIX BOJIOKHAX y OombHBIX M/ ¢
HOHCEHC-TOYKOBBIMU MYTAIMSMH (TIPEXKIEBPEMEHHBIN
cTon-kozioH). Ilpemapar wacTHYHO BOCCTaHABIMBAET
CUMTHIBaHNE WH(POPMAITUHN C TIOBPEXKICHHOTO KOJIOHA U
B KaKOM-TO CTENEHH BOCCTAHABIMBAET CHUHTE3 JUCTPO-
(huHa. DTO MOATBEPIKIACTCS METOIAMHU HMMYHOTHCTO-
XHMUH U BECTEPH-OI0TTHHTOM. [lepBbIil Kypc 3aHMMaeT
6 mHeil: reHTaMHIIMH B f03¢ 6 Mr Ha 1 KT Macchl Tena
passoautcst B 500,0 M puspacTtBopa, BBOIUTCS B Teue-
Hue 2 4. Bropoit kypc mpoBoguTcs depe3 4 Hel. | 3a-
HUMaeT Takxke 6 qHei. Jloza rentamuiimaa — 7,5 Mr Ha
1 xr maccel Tema B 500 M ¢u3pacTBopa, BBEICHUE B
TeueHue 2 v [18].

IIpn muue-nmomaroyno-medeBoit MJ[  (JIJITIMJI)
NPOBOAMIN KJIMHUYECKUE HCIBITaHUs abOyTeposia
(canpbyTamomna) — CHMIIATOMHMETHKA, aTOHUCTa OeTa-
2-aIpeHopelenTopoB, 1Mo 8 Mr 2 pasa B JeHb (16 mr)
win 4 pa3a B neHb (32 Mr) B TeueHue rona. Hapacranms
CWJIBI MBIIII HE OBLIO, HECKOJIBKO YBEIMYHIIACH Macca
mpl. [To0o4YHbIe IEHCTBUS: BO3MOXKHBI TaxXUKap/us,
WIIeMHUsT MHOKap/a, apuTMUs, Kapauonarus. AinOyTe-
PO siBIISIeTCS] OPOHXOIUIIATATOPOM U UCTIONB3YETCS PH
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opouxuanbHoit actMme [19]. B 2007 r. Havaiu UCTIBITHI-
BaTh HOBBII arOHUCT OeTa 2-aipeHopenenTopoB — Gop-
motepoi [20]. Ero uccnenosanu y 65 6onbubix JIUITIM]]
B TeueHue 26 Hez. Haznayamu ¢popmMoTepos B MUKPOIO-
3ax B TeueHune 4 Hemenb. OOHAPYKWIHM TUNEPTPODHHUIO
MBI ¥ YIy4YIIeHne UX (QYHKIINH.

OnwucaHbl eIUHUYHBIC TOMBITKH JEYCHUS OOJIBHBIX
MJI tpodmdeckumu pakropaMu — pPEeKOMOWHAHTHBIM
ropMoHoM pocta uesoBeka (0,1 Mr Ha 1 Kr Maccel Tena)
U pPEKOMOMHAHTHBIM HWHCYIUHOMOJO0HBIM (PaKTOpPOM
(15 mxr Ha 1 X Maccel Tena). OTMevancs MoJoKUTeNb-
HBI 3¢ dexr Ha OenKkoBbi 0OMeH B Mbie. MHcymm-
HOTIOIOOHBIH (haKTOp POCTa CTUMYJIHPYET PEreHePaIUIo
MBIIIIIBI TTyTEM aKTHBAIIUH T€HOB, yUACTBYIOIINX B MHO-
renese. Benenue nncynuHonogo6Horo ¢akropa pocra
TIPOBOIMIIH C TIOMOIITBIO aIeHOBUPYCOB [21].

B 2005 r. [22] Ha crienuaiibHOM ceccun 00CyKaal-
CsI BOIIPOC O HOBBIX croco0Oax yiederuss MJI romenna.
[Ipeanoxensl nanpHEWIIME SKCIEPUMEHTHI Ha Jadopa-
TOPHBIX MBIIIIAX.

TopMmoikeHHe aKTHBHOCTH NpOTea3, pa3pyulIaio-
mux Oeaxku Mpimnbl. depMeHT KanblawH, OTHOCH-
LIMIKCS K TIpOTea3aM, COACPKUTCS B MBIILICYHON KIIETKE
B HEAKTHBHOM COCTOSIHUH. Korna mpoucXoauT moBpex-
JICHHUE MBIIIEYHOH MeMOpaHbl BCIEICTBHE OTCYTCTBHUS
TUCTpoUHA, B KIETKY YCTPEMIISIOTCS MOHBI KallbIIHs,
KOTOpPbIE aKTHBUPYIOT KaJbIIaWH, ¥ 3TO MPUBOIUT K Je-
CTPYKIIMU MBIIICYHBIX BOJIOKOH. [Ipemapar seynentuH
HHTUOMPYET KaJbllaWH W NPEAOTBpAIlacT MacCUBHOE
MOBPEKICHUE MBIIIIIBL. VcciienoBanne Ha MBIIIax J1ajo
MTOJIOKUTENBHBIA A dekT. Jpyroli WHrHOUTOp Kalb-
nanHa — BBIC (Bowman-Birk inhibitor concentrate).
B skcnepuMenTe Ha ma0OPATOPHBIX MBIMIAX MOKA3aHO
YMEHBIIIEHHE Pacma/ia MbIIICYHBIX BOJOKOH.

Topmo:keHre aKTUBHOCTH MHOCTATHHA € MOMO-
b0 MOHOKJOHAJBHBIX AHTHUTEJ. AKTUBHBIH MHO-
cratuH (TpaHchopmupyrommii GaxTop pocra) yepes
PAA XUMUYECKUX PEAKIMid BHYTPH KICTKH HHTHOUpPYET
OMOCHHTE3 HOBBIX MBITIIEYHBIX OETKOB. B skcriepumen-
Te Ha JIaOOPaTOPHBIX MBIIIAX TOCTE BBEACHUS YelIOBe-
yeckux antuten (MYO-029) k MUOCTaTHHY B TeUEHUE
3 Mec. OTMeYalHd yBEIUYEHHUE MBIIICYHOH Macchl U
cunel [21, 22]. B magane 2005 1. HauaTo KIIMHHYECKOE
WCIBITAHUE ICHCTBYSI aHTUTEN K MHOCTAaTHHY Ha 0OJIb-
Heix MJI Bekkepa, nulie-J101MaTo4HO-TIIIEYEBOH U KO-
HEYHOCTHO-TIOSICHOH opmamu. OLeHKa pe3ylnbTaToB
nposezaeHa B koH1le 2008 1. bonbHbIE U Bpauu oTMeua-
JM HapacTaHHE ABUTaTeIbHOW aKTHMBHOCTH, yBeIUYe-
HH€ MacChl ¥ CHITBI MBITII. OHAKO MOTyYeHNE YeI0Be-
yeckux antutes (MY O-29) nns neuenust Ml — odeHb
JIOPOTOM METO/I.

OOHnapy>KeHbl OellKu, KOTOpBIE HE COACpIKaT aHTH-
TeJI, TIOJIABIISIOIINE MUOCTATHH JPYTHM ITyTeM, — (OII-
JMCTaTUH U POACTBEHHBIEC (POJTMCTATUHY OCNKU (aKTH-
BUH Wi 6enok perientopa 2B aktumBuHa (ACVR2B)).
BBenenue ¢ommucraTuia, KOTOPBIA OJIOKUpPYET peLen-
TOPBl MHOCTAaTHHA, TUCTPOGUUECKAM MBIIIaM MPUBO-
JUJIO K YBEJIMUEHHUIO Macchl ¥ crilbl MbIIL. [Ipemioxe-
HO TaKXe B DKCIIEPUMEHTE Ha JIA0OPAaTOPHBIX MBIIIAX
BBeJIeHHE IeHa (DOJUTMCTATHHA B MBIIIIY WM apTePUI0
C MOMOIIBIO a/IeHOACCOIIMUPOBAHHOTO BHPYCHOTO BEK-

REVIEWS

Topa. OT™Meuanu y 1abopaToOpHBIX MBIIICH yBEITHMUCHUE
MAacChl ¥ CHJTBI MBIIIIII, & TAK)KEe YMEHBIIICHUE KIIETOYHON
WHQUIBTpAaLWK B MbIne [23, 24].

IlepcnekTuBbI reHHoil Tepanuu MJL B Oynyuiem.
3amecTuTeNbHAsA T€HHas Tepanusi — 3TO MEePCIIEeKTHUB-
HeI crioco06 sedenns M [{romenna. [lepBonavanpHO
OKUJATU, YTO KIETOYHO-OMIOCPENIOBAHHbBIN MEPEeHOC
HOPMAaITBHOTO aJIIeINsi TeHa AUCTPO(UHA Ty TEM BBEICHUS
B MBIIIIy MHOOIacTOB OyaeT BechMa mosie3HbM. Ho mo-
CJIe HECKOJIBKHMX HCIBITAHUH 3TOr0 METO/Ia Ha MBIIIIax
MaapaukoB ¢ M/] J{folreHHa oka3aaoch, YTO MHOOIACThI
HE CITIOCOOHBI TIepe/IBUTAThCS BHYTPH MBIIIIIBI, HE CIIO-
coOHBI TU(PEepeHINPOBATECSI B MUOTYOYIIBI U OCTAIOT-
csl KJIIETKaMHU-CaTeJTUTaMH, a TJIaBHOe, MHOOJIacThl He
crocoOHBI iepenaBarh reH auctpoduna (to ects JJHK)
B KJIETKY X03sMHA. TakuM 00pazom, MHOOIACT-Teparus
okazanach Hed(p(HEeKTHBHOM.

Ha mpImmax Mozenei sKHBOTHBIX (MHOAUCTPOGUIe-
CKHE KPBICHI U COOAKU — 30JI0ThIE PETPUBEPHI) IIPOBO-
JTUTCS DKCIIEPUMEHTAIBHOE JICUCHNE «IUCTHIMI» TeHa-
mu (nonropasmepHas k/IHK rena nuctpoduna, paBHas
12 x0), KOTOpBIE TIPSMO WHBCIHPYIOT B MBIIIITY, WU
«MHHH-TeHaMW» (KOAMPYIOIAs 4acTh TeHa AUCTPO(rHa,
paBHas 6,3 k0), KOTOPBIMH CHAOXKalOTCsl a/IEHOBHPYC-
HBIH WM PETPOBHUPYCHBIM BEKTOPHI, @ 3aTEM BBOJATCS
B Mprmy. [Ipu BBenennn JJHK (mmroc agenoBupycHbIi
BEKTOp) B MbllIeuHble BONOKHA 50% MBIIIEYHBIX BO-
JIOKOH TIPEBPAIIAIOTCS B JUCTPOPUH-TIONIOKUTEIbHBIC.
OpnHaKko aJIeHOBUPYC-OIIOCPEIOBAHHBIA TEPEHOC T'eHa
JucTpouHa HEe TPUBOAMI K «CMSATYCHHIO» (peHoTHuna
M/] y 1aboparopHbIix Meitiel. C MOsIBICHUEM YIy4IlIeH-
HOTO aJIeHOBUPYCHOTO BEKTOpa, B KOTOPOM BCE BHpPYC-
HBIE T€HBI OBLTH yIAJICHBI, B MBIIIIEYHBIE BOJIOKHA MOXKET
ObITh JocTaBieHa mnoiHopasmepHas kJIHK rena muc-
TpoduHa (12 k0). DTOT BEKTOP, BHI3BIBAIOIINI HE3HAYN-
TEJIbHYI0 UMMYHOJIOTHYECKYIO PEaKIMI0 B OpraHu3Me
XO35HMHA, MOXET TeHepUPOBATh B TCUCHHE JITUTEIHLHOTO
Neproa MOTHOPa3MEPHBIN JUCTPOPHH, YTO IPEIOTBPA-
1aeT HEKPO3 MBIIIEUYHBIX BOJIOKOH.

D¢ PeKTHBHBIM B SKCIEPUMEHTE OKa3ajcsl CIoco0
noctaBku JIHK B nmunocomax, cHaOXeHHBIX BUPYCHBIM
BeKTOpoM. lIpu momagaHuu JWMIOCOM B MBIIIEYHYIO
KJIETKY OHM pazpymiatorcs aunaszamu, 1 JJHK Haunnaer
CHUHTE3UPOBATh AUCTPO(UH B KIIETKE X035 HHA.

PaccmarpuBaercss BOmpoc O BO3MOXKHOW Teparuu
M/l cTBOJIOBBIMU KJIE€TKaMH. MOXKHO HCIIOJIb30BaTh
CTBOJIOBBIE (TEMOIOAITHUYECKHUE) KICTKA KOCTHOTO MO3-
ra B3pOCHBIX, KOTOpbIE MOTYT TPaHC(HOPMHUPOBATHCS
B MHOTeHHBIE KIeTKH. OJHaKo IydYIlle HCIOIb30BATh
9MOpHOHAJIBHBIE CTBOJIOBBIE ME3CHXMMAJbHbBIE KIETKU
WM ME30aHTHOONIACTHI, PACTIONOKEHHBIE B SHAOTEINH
A0pThI SMOpPHOHA. DTH KJIETKH, B3AThIC OT HOPMaJIbHBIX
MBIIIEH, MHBEIIMPOBAHHBIE B MBIIIIY JUCTPOPHIECKUX
MBIIICH, MPUBOIUIN K PEreHEepalldyd MBIIICYHBIX BO-
JIOKOH, 00pa30BaHUI0 AUCTPOPUHA U BOCCTAHOBICHHUIO
cuibl Meln [25]. Beicka3biBaeTcsi MHEHUE, YTO MHO-
TeHHBIE CTBOJIOBBIE KJIETKH MOTYT TOJIABJISITh AKTHB-
HocTh Muoctatusa [23]. B 2004-2005 rr. BHOBb HaYaTo
MpoOHOE JICUeHHE TOMOJIOTHYHBIME MHuoOIacTamu [26,
27], a mo3gHee — Me3o0aHTHoOMacTaMu [28], BeIpaIieH-
HBIMU U3 COXPaHHBIX OMOTICHPOBAHHBIX MBIIIIL OOJBHBIX
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JUINIM/I m okynmodapuHTeaTbHOM MUOTIATUEH. ABTOPHI
rokazanu [28], uyro me3zoanruooactel JIJITIM/I 3 He-
3aTPOHYTHIX MBI MOTYT OBITH HMCIIOJIB30BaHBI IS
OCTAHOBKU MBILIEYHOH [ereHepauuu B CUJIBHO MOpa-
JKEHHBIX MBIIIIAX, U TPEIIONaraT, 4To (hapMaKoIOTrH-
YECKUE U MOJEKYJISIPHbIC BMEIIATEIbCTBA, HAIIPABIICH-
HbI€ Ha YIy4YIlIEeHHE CAaMOHABEACHHS M MPHUKUBICHUSI
TPaHCIUIAHTHPOBAHHBIX ayTOJOTHYHBIX Me30aHTHOOma-
CTOB, MOTYT OTKPBITh MyTh K KJIETOUHOW Tepamnuu JyIs
MAIMEeHTOB 0e3 He0OXOAMMOCTH UMMYHOCYIIPECCHU HITH
TeHETUYECKOM KoppeKIuH in Vitro.

Hogeiimuii cnoco6 neyenuss M/l Jomenna [29—
32]. C uenbio BOCCTaHOBJIEHHUS SKCIPECCHUU I'eHa JIUC-
Tpo(rHA HavaIM MCIIOIB30BATh BCTABKY HOBOTO DK30HA
(uM 3aMEHy PK30HA, B KOTOPOM TPOU30IILIA MYyTaIHsl).
Ecnu B 5K30HE mpousolia TOYKOBAasE MyTalMs, TO OH
nepecTaeT HOpMasbHO (PyHKIMOHMpOBaTh. Hampuwmep,
AMUHOKHCJIOTA METHUOHUH KOJIUPYETCSl TPUILUIETOM HWIIU
komonoM ATT. BenmeactBue MyTaiuu B KOJOHE MOXKET
M3MEHUTHCS IOCIEN0BATEIBHOCTh OCHOBAHMM, Hampu-
Mmep BMecto ATT BozuukHeT Tputuier TT'A, koTopsblii Oy-
JIeT KOTUPOBATH APYTYI0 aMIHOKHUCIIOTY HITH BOOOIIE HU-
4ero He OyAeT KOAMPOBAaTh (CTOM-KOAOH). DTO MPHUBEACT
K TOMY, UYTO CHHTE3 Oenka (TuCTpodrHA) OCTAHOBUTCS,
TO €CTh HAPYLINTCS PaMKa CYMTHIBAHHUS HH(POPMALIUH.

BoccranoBute pamMKy CcunThIBaHUS HH(OPMAIUH
MOJKHO ITyT€M 3aMEHBI HK30Ha, KOTOPBIH MepecTas Hop-
MasbHO (yHKIMOHMpPOBaTh. Co37aercss HOPMaJIbHBIN
WCKYCCTBEHHBIN DK30H, 00ECICUMBAIONINIA CUHTE3 TOM
K€ aMUHOKHUCIIOTBL. DTO AHTHUCMBICIOBOUW (QHTHUCEHC)
onuropubonykiaeoTunn, nonyuusiuuii B CILIA na3Banue
Mopdonuno. Crenyromas 3ajgaya — TepeMeCTUTh Ta-
KOl onmuronykneotus B marpuunyro PHK wmbimeunoit
kieTkd. TakuMm nepeHocunkoM sipnsiercss U7-reH, Koau-
pytomuii Manenbkyto Hykiaeapuyo PHK. /{ns nepenoca
aToro komruiekca (Mopdosnuuo + U7-reH) B MBIILICUYHY IO
KJIETKY HCIIONb3YETCA aJeHOBUPYCHBINM BekTOp. Kom-
wiekce (Mopdonuuo, U7-reH u aJIiecHOBUPYC) BBOIMIN
CHauaja B MbIUIIIBL, & 3aTEM B KPOBSHOE PYCJIO MbILIEH,
KpBbIC, COOAK M 00€3bsiH C MBIIICUHOU JucTpodueii Jro-
menHa. Ha cobakax ¢ TOYKOBOW MyTanueil B dK30HE 7
MIPOBOJIMIIA 3aMEHY IK30HOB 6, 7 1 § C TIOMOIIBIO 3TOTO
Meroja. Yepe3 HECKOJIIBKO MECSIEB HAYMHAJI CUHTE3U-
poBaTbcsi HOpMaIIBHBIN TUCTPO(GUH, HO ¢ Ooliee KOpPOT-
KOW IIeTIhI0 aMUHOKHCIIOT, KOTOPBIA BBIABISUICA B 80%
MBILICYHBIX BOJIOKOH, W YIydlIajgach (DyHKIMS MBILIII.
BupycHbIif TeH He BKITIOYAJICS B TEHOM COOaKH U 00€3b-
stHBI. He oTMeuanu ajuieprudeckux peaxiuii.

KiimHnueckue MCnbITaHus MPOBOAMIM HA JKEHIIU-
HaX, HOCUTEJSIX MyTaHTHOro rena (/lromenna), a Taxoke
Ha 6ombHBEIX M/J] [lromenna mansaukax. Y 13% 0omb-
HBIX MuoaucTpoduel [ljonieHHa BBIMOTHUIN 3aMEHY
51-ro sk30Ha. MccnenoBarenn U3 BCeX CTPaH IMOJIaraor,
YTO BOCCTAHOBJICHHE PAaMKH CUUTHIBaHUS AuchepianHa
VAy4IIaeT CHUIY MBI W JIBUTATEIbHYI0 aKTHBHOCTH
6onpHOTO M/I JlfOoIIeHHa 1 JieflaeT ero CPaBHUMBIM 10
9THM ToKa3aressimM ¢ OonsHBIM M/] bekkepa. [IpoBoast-
sl TaKKe KIMHUYECKHE UCTBITaHUS Ha OOJBHBIX C 3a-
MEHO# 2k30HOB 44, 55 u 51 [30-32].

Kongaukt unTepecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBUU KOH(IJINKTA HHTEPECOB.
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COPCKOM MOAAECPIKKH.
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MCUXOJOTNYECKHUE METO/bI IEUEHUSI XPOHUYECKOM
HECHEIIU®UYECKOMN FOJIA B CIIMHE

Kyzomunosa T.H., Myxamem3sanoea A.X., Mazomeokepumoea JI.B.
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st ymeHvulenusi UHMeHCUGHOCmU 6016020 CUHOPOMA, CHUICEHUSL GIUSIHUSL NCUXOTIO2UYECKUX, COYUATbHBIX PAKMOo-
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Beenenne Xponunueckoit 6omnbio B ciire (XBC) npuHATO cunTarh
B coBpeMeHHOM MUpe akTyaJdbHOU MpoOiIeMoii, ko-  00Ib ITUTENBHOCTRIO Oomee 3 Mec. (12 men.) [4]. s

TOpasi 3aHUMaeT 4-¢ MECTO CPEellU MIPUYUH HETPYJAOCHO-  TOTO YTOOBI YYUTHIBATh BECh KOMIUICKC SIBJICHUH, TPH-
cobHoctH, saBisieTcss 6omb B crimue [1]. V 3-10% ma-  Bomsamux K XpoHHM3aIuu 0oiu, OblIa pa3zpaboraHa Ou-
LMEHTOB 00JIb B CIIMHE CKIIOHHA K XpoHu3anuu [2, 3]. OIICHXOCOIManbHast KOHIENUI. B COOTBETCTBUH C HEH
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0011b TIpeACTaBIseT COOOW pe3yabTaT AMHAMUYECKOTO
B3aMMOJICHCTBHS OMOIIOTHYECKUX, TICUXOJIOTHUSCKUX U
COLIMOKYNBTYPHBIX (pakTopoB [5].

B 90% cnyuyaes XbC sBnsercs Hecnenuduueckon
(cxenmeTHO-MBIIIEYHOH) [3]. AHATOMUYECKHE UCTOYHH-
Kk (Onomornueckue (aKkTOpbl) XPOHUUYECKON CKENeT-
HO-MBIIICYHOW 0O0JM B HUMIKHEH 4YacTH CIHHBI — 3TO
KpPEeCTIIOBO-TIOAB3IONIHBIA  KOMITJIEKC, (paceTodHbIe
(myrooTpocTyUaThie CyCcTaBbI), MBIIIIBI U CBS3KH CIIU-
HBI, TPYIICBUJHAS MBIIIIA, MEXIO3BOHKOBBIH JHCK
[2-4, 6].

[Icuxomorndeckre W COIMOKYIBTYpHBIE (PaKTOPHI,
CIOCOOCTBYIOIIME XPOHHYECKOMY TEUEHHUIO OOJIEBOTO
CHUH/IPOMA, TPUHATO HA3BIBATh (OKENTHIMU (PIasKKaMim»
[7]. K HUM OTHOCSTCSI HEaIEeKBaTHOE JICUCHHE OCTPOM
0071, HeMpaBHUIIHLHOE TIPEICTABICHUE ITAIIMEHTA O OOJTH
U KaracTpoduzauusi, JUIMTEIbHBIA MOCTENBHBIA PEKUM
TIPU OCTPOH OONH, Ipe3MEpHOE OTpaHUUCHHE (hH3HUe-
CKMX Harpy3ok, KuHe3nopoOwus, cHiKeHue mnpodec-
CHOHAJILHOM, COLMAJILHOM M OBITOBON aKTHBHOCTH,
«0O0JIeBOI» THI JIMYHOCTH, arrpaBalisi HMMEIOIIUXCS
CHUMIITOMOB, TIOHIKCHHBIM (DOH HACTPOCHHUS, MpOoOIIe-
MBI B IMYHON ¥ CEMEWHOMN JKU3HU, 3aMHTEPECOBAHHOCTh
MarUenTa B JUITEIbHON HETPYAOCIIOCOOHOCTH WU
peHTHOE oTHoleHue K Oonesnu [6, 8—9]. Komopouu-
HBIE PACCTPONCTBA TPEBOKHO-JIETIPECCUBHOTO CIIEKTpa
1 XpOHHMYECKHE MHCOMHHUH TaKXe CIOCOOCTBYIOT XpO-
HUYECKOMY TeueHHo 0oiu B criuue [6, 10, 11].

Crparerus Jie4eHHsl NALHEHTOB € MOMOIIBIO ICH-
XOJIOTHYeCKUX MEeTOTUK

Ouenka ¢usnyeckoro craryca. Y namnuenra ¢ XbC
HEOOXOJIMMO OICHUTH JKAIOOBI, TIIATEIBHO COOpaTh
aHaMHe3 3a00JIeBaHUsI U aHaMHE3 JKU3HH, OICHUTH He-
BPOJIOTHMUYECKUN U HeHpoopToneanyeckuii craryc. Oco-
00e BHUMaHHUE CTOUT OOpATUTh HA «KPAaCHBIE (PIasKKI»,
KOTOPbIE MOTYT CBUETEILCTBOBATh O HAMYUK CIEIIHU-
(hnyeckoit 6oin B criMHe, BRI3BAHHOW OHKOJIOTUYECKUM,
UH(EKINOHHBIM, PEBMATOJIOTHUECKUM HJIH JPYTHM 3a-
OomneBanueM [8].

Jiist BBISIBIICHHSI KOTOPTHI MAIlMEHTOB C JIIOMOAJITH-
ell, y KOTOpPBIX CYIIECTBYET CKIOHHOCTh K XPOHUYECKO-
My TEUCHHIO OOJICBOTO CHUHJPOMA, ObLI CO3JIaH JISTKUI
B npumeHernn ompocHUK STarT Back Screening Tool
(SBST) [12]. B cooTBeTCTBUM C KOJIMYECTBOM HaOpaH-
HbIX OaJjUIOB MalMeHT OTHOCUTCS K TPYyNIEe HU3KOTO,
CpPEIHEro MM BBICOKOTO pUCKa XpoHu3auuu oonu [13].
Ilocne moncuera OamioB JaHHOTO OMPOCHUKA Bpad
CMOXKET ONPEACIUTh TAKTHUKY JICUCHHUS B 3aBHCUMOCTH
oT mporHo3a. llamuenTy ¢ ocTpoi momMbanTueit ¢ Hu3-
KHM PUCKOM XpOHH3alMu OO0JEBOTO CHHApOMa Oyaer
JIOCTATOYHO 00pa3oBaTeIbHON Occenapl W Ha3HAYCHUS
HECTEPOUAHBIX TPOTUBOBOCHAIMTEIBHBIX IMPENapaToB
(HITBC) KOpOoTKHM KypcoMm, B TO BpeMs KaK y MarueHTa
C BBICOKMM PHUCKOM MOXET OBITH 000CHOBaHO Ha3Hade-
ane HIIBC, pexomMeHIOBaHBI KOHCYJIBTAIMS KIHHHYC-
CKOTO NICHXO0JIOTa MJIM MICUXOTEpaIeBTa JJisi IPOBEACHUS
KypcoB KOTHUTHBHO-TIOBeneHueckoil Teparnuu (KIIT) u
KHHE3UOTEePaIHs.

J1g OIleHKM MHTEHCHUBHOCTH OOJIEBOTO CHHApPOMA
y narueHToB ¢ XbC MOTYT HCIIOJIb30BaThCs BU3yallbHAS
ananoroBast mkana (BAILl) u nudposast pedTHHroBas

REVIEWS

mkana (LIPL). KagecTBO >KM3HU, TICUXOJIOTUUSCKUN U
(U3NYECKUI KOMIIOHEHTBHI 37I0POBbS OIICHHBAIOTCS 1O
mkane SF-36 wu ee xparkoit Bepcuun — SF-12. Ypo-
BeHb MHBaNUAM3anuu nanueHToB ¢ XbC menecoobpas-
HO Ompenenars 1o omnpocHuky Ocsectpu, Pomanma—
Moppuca [14].

OneHka MNCHXOJO0THYECKOT0 C€TaTyca W KOMOP-
OuaHbIX cocrosiHMii. IIMpoko MNpU3HAHHBIM JIHY-
HOCTHBIM OIPOCHUKOM, KOTOPBIH HCHONB3YIOTCA Yy
MAIMeHTOB, CTPAJAIONINX XPOHHUYECKUMHU OOJSIMHU, SB-
nsietcss MUHHECOTCKMI MHOTONPOQHIBHBIN JTHYHOCT-
HbI onpocHuk 11, Mo pe3ynbsraraM KOTOPOro y MalueH-
TOB HEPEAKO MMEIOTCS 3aBBIIICHHBIC OaJJIbI IO MIKajJaM
CUTIOXOHAPHUS», KACTEPUS», «aenpeccus» [15]. Bpauawm,
KoTopble BenyT nanueHToB ¢ XbC, Takke MOXKeT OBITh
moJie3eH onpocHuk konuHT-cTpareruit (OKC), koTopbrit
OIICHHUBAET pa3INYHble KOTHUTUBHBIE U TTOBEIEHYECKUE
KOTIMHT-CTPATET WM, BKIIFOYasl EPEKITFOYeHE BHIMaHUS,
WUTHOpUpOBaHUE OOJEBBIX OILYLICHUH, MOJIUTBBI, Ha-
JIEK]TBI, TIOBBIIIEHNE WIIM CHIDKEHHE YPOBHS aKTHBHO-
cty 1 karactpoduzanuto [16]. st oneHkn nocneaHex,
KOTOpasi 3aKJII0YaeTCsl B MPEyBETUYCHUH MHTEHCHBHO-
cTH 00T, ee HeaJallTUBHOHN OIICHKE, CYIIECTBYET TaKkKe
oTnenpHas mKana karactpodusanuu 6omu (PCS) [17].

B xauecTBe CKpMHUHIOBOI IIKaJIbl JJIsS BBISIBICHMS
KOMOpPOHMIHBIX TPEBOTH W JENPECCHU MPHUMEHSIETCS
rocnuranbHas mkajga TpeBoru u nenpeccun (HADS)
[18]. [y BBISIBIEHUS HEPEAKO COMYTCTBYIONIEH HHCOM-
HUU — UHJIEKC BbIpakeHHOCTH Oecconnunbl (ISI) [19].
[Ipu mono3pennu Ha HanUuue GUOPOMHUAIITHH U XPOHHU-
YEeCKUH pacrpoCTpaHEHHBIN O0JIEBOYM CHHIPOM Y Talln-
entoB ¢ XbC crout ucnonb3osare mikaxy FIRST [20].

[Tocne ananm3a xanob, anHamMHe3a, 0CMOTpa MalieH-
Ta, Pe3ylbTaToB ONMPOCHUKOB U IIKai (Tadm. 1) y kimu-
HUIUCTA CIIOKUTCS TOJTHASI KAPTHHA O COCTOSIHUU TIa-
[IUEHTAa, YTO MTOMOYKET COCTABUTh TPAMOTHBIN IIJIaH €ro
JICUSHUS.

Henabr ucnonb30BaHUSI NMCHUXOJOTMYECKUX MeETO-
noB jeyenus. [Ipu XbC mHOTHE hapMaKkomorHIecKue
npenapartsl, Takue kak HIIBC, muopenakcaHTbl, MOTYT
JUIIh HE3HAYUTEIFHO CHIDKATh OOJIEBOW CHHIPOM HITH
BOBCE HE OKa3bIBaTh KIMHUYECKOTO 3P dexra. OTHOCH-
TeTbHO 23(P(EKTUBHBI aHTHUACTIPECCAHTHI (TPHUITUKITH-
YECKHUE, CEICKTUBHBIE HHTMOUTOPHI OOpaTHOTO 3aXBa-
Ta HOpaJpeHaJuHa W CEpOTOHWHA), OJJHAKO 3a4acTyro
W OHH MOTYT OKa3bIBaTh JIMIIb BPEMEHHBIH 3PQeEKT,
a B JIONTOCPOYHOH TEpCIeKTHBE IMaldeHThl OTMeda-
10T BO300HOBIeHUEe Oomu [21-22]. IMeHHO mo3TOMY
B HACTOSIIEE BPEMs BO3pacTaeT MHTEPEC K MpUMEHe-
HUIO Pa3JIMYHBIX MCHUXOJIOTMYECKUX U ICHUXOTEpameB-
THYECKUX METOIWK JJIsi CHIKEHHS WHTEHCUBHOCTH
XPOHHYECKOTO OOJIEBOTO CHUHAPOMA, B TOM UHUCIIE y Ta-
nuentoB ¢ XbC [8]. DddexktuBHOCTh MpUMEHEHUS
JAHHBIX METOAUK MOXET OOBACHATHCS BO3JACHCTBHEM
Ha ICHUXOJOTMYECKMM M COLHMAIBHBIA KOMIIOHEHTHI
XPOHHYECKOTO OOJIEBOr0 CHHAPOMa B COOTBETCTBUHU
¢ OMOIICHXOCONMATBHON MOJIEIBI0O XPOHHUYECKON 00N
[5], a Takke KOppEeKLUeH JIMYHOCTHBIX 0COOCHHOCTEH
[allMEHTa, €r0 KOMMUHI-CTPATEruii U Tepanuen CcoIyT-
CTBYIOIINX 3a00JIEBaHUIN: TPEBOXKHBIX, JICTIPECCUBHBIX
paccTpONCTB U MHCOMHUM.
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OB30Pbl

HIxaJubl, npuMeHsieMble y nanueHToB ¢ XbC

Tabnuma 1.

Ha3BaHue aHKeTbI

Yro ouennBaercs?

Pa3bpoc 3nauenuii

HWuTepnperanus

STarT Back Screening Tool

Puck
6omu

XpOHHU3aAUHN

0-9 GammoB

0-3 Gamra — puck Hu3kuil. Ecnu oOmee xoianuecTBo 6amios ot 4
110 9, mpu 3TOM 3a 5-9-if MyHKTHI aHKEThI 3 WM MeHee 0aJuioB —
puck cpenuuii. Ecin obuiee kosmuectBo 6awios ot 4 10 9, npu 9ToM
3a 5—9-if MyHKTHI aHKETHI 4 1 OoJee OaNI0B — PUCK BBICOKHIA

Busyanenast ~ anamorosas

wkana (BAILD)

Hudposast  pelTHHrOBas
mikasa (I{PL)

WHTeHCHBHOCTL 00-
JICBOTO CHHJIPOM

0—-100 MM

0-10 6amtoB

Bonee BbIcOKumit Gamn yka3plBaeT Ha Haju4due Goee BBIPAXKCHHOTO
60J1eBOTO CHHIPOMA

Ankera OcBecTp

Crenenn HWHBAJIN A~

0-100 6ayoB

Bonee Bbicokmii Gamn ykasbiBaeT Ha Ooiee BBIPaXKCHHYIO WHBAIIH-

PO UIBHBIA JTUYHOCTHBIN
onpocuuk 11 (MMPI-2)

OCOOCHHOCTH  JIMY-
HOCTH

Amnxkera Ponana—Moppuca | 3alH1H 0-24 Gama AU3aLHUI0

SF-36 (ympomennas Bep- | KagecTBo sxu3uun 0-100 6ayutoB UYewm Bbiie 3HaueHue nokaszarens (ot 0 mo 100), Tem nydiie oleHKa.

cust — SF-12) U3 nokasareneil 8 mkai ckiaaabIBaeTCs OKOHYATEIbHAs Ol[EHKA IICH-
XOJIOTHUYECKOT0 M (PU3UUECKOr0 KOMIIOHEHTA 3710POBbSI

Munnecorckuii  MHOTO- | [Icuxosorndeckue | 3aBUCHT OT MOJIIKAIIBI 3 KOHTPOITBHBIE TOJIIKAIIBL, IPH oTyYeHuHn Oosee 70 6amuioB mo ox-

HOM 13 HUX pe3yabTaThl 10 OCHOBHBIX IIKAJT HETOCTOBEPHBI.
10 moamikan, B KaKA0i M3 KOTOPHIX 3alIM(poBaHa OIpPE/ICICHHAs
0COOCHHOCTH JINYHOCTH.

OnpoCHUK KONHUHI-CTpaTe-
ruii (OKC)

KOHI/IHI‘-CTP&TGFI/II/I

0—36 6aIoB B Ka)10i1 OC-
HOBHOI mmikane; 0—6 Oai-
JIOB B 2 JIONOJHUTEIBHBIX

8 mopuka, KOTOpbIe OLEHUBAIOT KOIMHI-CTpaTeruu (6 — KOTHHU-
THUBHBIC, 2 — MOBE/ICHYECKIE), YeM BBIIIE [0 HUM Oaiul, TeM Oolee
BBIP)KCHA OIpe/Ie/IeHHas KOIMHI-CTPaTerusl.

[kana xaractpoduzanuu
6omu (PCS)

VYpoBeHb KaracTpo-
¢buzanyn

0-52 6amioB

UYem BblIlIe Oasul, TEM BBILIE YPOBEHBb KaTacTpOhH3aIiu

TocnmransHas mkana Tpe-

Hamuune xomopoua-

0-21 Oamna B KaxIoi

2 mkansl: 0—7 GaaIoB — OTCYTCTBHE JOCTOBEPHO BBIPAKEHHBIX

HOW (prOpoMHUANTUI

Boru U nenpeccun (HADS) | HBIX TpPEeBOXKHBIX H | IIKaIe CHMITTOMOB TPEBOTH U JICTIPECCHUH;
JIETIPECCUBHBIX pac- 8—10 GanoB — CyOKJIMHUYECKH BBIPAXKCHHASI TPEBOTa/ICTIPECCHST;
cTpoiicTBa 11 u Gonee — KIIMHUYCCKU BBIPAXKCHHAS TPEBOTa/ IEPECCUS
Wunexc  BelpaxkeHHOCTH | Hanmmaune xomopoua- | 0-28 6amos 0—7 6amioB B cymme — HopMa; 8—14 — Jjlerkue HapyIIeHHUS CHA;
6ecconnwis (ISI) HOM WHCOMHHUH 15-21 — ymepennsie; 22—28 — BbIpaKEHHbIC
Omnpocuuk FIRST Hanuune xomop6uz- | 0—6 6amnos 14 6ayta — GuUOPOMUANTHUS OTCYTCTBYET;

5 6asioB u Oonee — Hagu4dre GUOPOMHATITHH

Scales used in patients with chronic back pain

Table 1

Scale’s name

Being rated

Range of values

Interpretation

SF-12)

STarT Back Screening Tool Risks of pain synchro- | 0-9 points 0-3 points — low risk. If total points are 4 to 9, along with, 3 or less

nization point, given for items 5-9, the risk is average. If total points are 4 to
9, along with, 4 and over points, the risk is high

Visual analogue scale (VAS) Pain intensity 0-100 mm A higher score indicates a more pronounced pain syndrome

Numerical Rating Scale (NRS) 0-10 points

Oswestry Disability Index Disability rate 0-100 points A higher score indicates a more pronounced disability

Roland—Morris Disability Scale 0-24 points

SF-36 (scaled-down version— | The quality of life 0-100 points The higher the value of the indicator (0 to 100), the better the score.

The final assessment of the psychological and physical component
of health is formed out of 8 scales’ indicators

Minnesota Multiphasic Person-
ality Inventory I (MMPI-2)

Personality character-
istics

Depends on subscale

There are 3 control subscales. If you receive more than 70 points
on one of them, the results of 10 main scales become unreliable.
There are 10 subscales, and each of them includes a certain person-
ality characteristic encrypted.

Ways of Coping Questionary
(WCQ)

Coping strategies

0-36 points on each
main scale; 0—6 points
on 2 additional scales

There are 8 subscales that evaluate coping strategies (6 — cogni-
tive, 2 — behavioral). The higher the score, the more pronounced
a certain coping strategy.

Pain
(PCS)

Catastrophizing  Scale

Level of pain catastro-
phizing

0-52 points

The higher the score, the higher the level

Hospital Anxiety and Depres-
sion Scale (HADS)

Presence of comor-
bide, anxiety and de-
pressive disorders

0-21 points on each
scale

There are 2 scales: 0—7 points — the absence of reliably expressed
symptoms of anxiety and depression;

8-10 points — subclinically apparent anxiety/depression;

11 or more — clinically apparent anxiety/depression

Tool (FIRST)

bide fibromyalgia

Insomnia Severity Index (ISI) |Presence of comor- |0-28 points 0-7 points in total — the norm; 8-14 — mild sleep disturbances;
bide insomnia 15-21 — moderate parasomnia; 22—28 — high-grade insomnia
Fibromyalgia Rapid Screening | Presence of comor- | 0—6 points 14 points — the absence of fibromyalgia; 5 points and more show

its presence
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Ilcuxosiornyecknii MOAX0N

OTHomenns «nmanueHT-Bpau». Ha mcxon neuenus
MaIMeHTa ¢ XPOHWYECKOH OONBI0 3HAUYNUTENBHO BIHA-
€T KayeCTBO B3aMMOOTHOLIEHUH MEXIy HUM U BPauoM
[23]. Yxe B 1992 1. uccnemoBanue Lambert moka3zaio,
41O AeiicTBUe ncuxorepanuu Ha 30% oObsCHsETCS 0co-
OCHHOCTSMH TEPANTEBTUYCCKIX OTHOIICHUN (IMITaTHEH,
TEIUIOTOM, MOOLIPEHNEM U3MEHEHUH), nib Ha 15% —
TEXHUKaMH U JICHCTBUSAMU TepareBTa, Ha 15% — oxmma-
HUSIMHM U3MEHEHUH, HaIe)KION yITydnIeHus: 1 3 peKTom
miare6o, Ha 40% — QakTopamu, HE CBI3aHHBIMHU C Te-
pamueil (pecypcaMu KIMEHTA, COLUAIBHON MOANEPXK-
Koii) [24]. Pe3ynasraTsl COBPEMEHHOTO HKCTIEPUMEHTAITb-
HOTO HCCJIEIOBAaHUS MOKA3alH, YTO T€ €ro YYaCTHHUKH,
KOTOpBIE 3asBIISIM O OOJBIIEM JIOBEPUH K CBOEMY Jie-
qaieMy JIOKTOpY, B OTBET Ha OOJIC3HEHHBIE CTUMYIIBI
UCIIBITBIBATIN OOJTh MEHBIICH WHTEHCUBHOCTH [25]. BEI-
CTpavBaHUE C MAIIEHTOM JOBEPHUTEIHHBIX OTHOIICHUI
MOYET YCHJIHTh IIae00-3pGeKT U yaydIIUTh HUCXOJ
nedenust [26]. CrocoOCTBOBaTh YIOBIECTBOPEHHOCTH
MalyenTa oT OOLIeHNs C BpadyoM MOTYT HaKJIOH KopITyca
Bpaya BIIepe]l, YJIbIOKa, 000pUTEIbHOE KUBAaHHE U OT-
HOCHUTENILHO BBICOKUH TeMOp Tosoca. [Icuxonornueckas
MOJIIepIKKA TIaleHTa, SMIIATHYECKOe CIyIIaHue, B3a-
UMHO€ COTPYJIHHYECTBO C IMAIMEHTOM B IMOWCKE Hau-
0oJee MOIXOIAIIETO BHU/IA JICUSHHS YITydIIatoT IPOTHO3
narmenta ¢ XbC [23]. Kpome sToro, MHOTHE 3KCIep-
THI [22, 27] peKOMEHAYIOT YCTpaHEHUE CTPaxoB u Oec-
MOKOMCTB (reassurance) MnanueHTa ¢ HecrnenupuIeckoi
6omwio, B ToM unciie ¢ XbJI, 3a cueT mpoBeneHus o0-
pa3oBaTebHbBIX Oecell, HalpaBlIEHHBIX HAa PacIupeHUe
3HAHWH 0 ero 3a00JICBaHUH U OJIarOTPUATHOM ITPOTHO3E.

KoruntuBHo-noBenenueckas tepanusa. KIIT sB-
nseTcsl HanOosee M3y4eHHBIM IICHXOTEPAleBTUIECKUM
METOJIOM JICUEHHs] XPOHWYECKOW OONM M HMMEeT ILIH-
pokyro gokazarenbHyto 0azy. KIIT addextuBHa mpu
JICYCHUU TaKUX XPOHMYECKUX OOJIEBBIX CHHAPOMOB,
kak XbC (ypoBens mokasarenpHOoCTH A) [22], dubdpo-
MUanTus (ypoBeHb JoKazarenbHOCTH A) [28]. YV yactu
MAIeHTOB C XPOHUYECKOW OONBI0 MMEeTCs psf Co-
MyTCTBYIOIINX 3a00J€BaHMM, B JCUCHUN KOTOPBIX TaK-
ke pexomenayercs npumenars KIIT: nenpeccuBnbie u
TPEBOXKHBIE paccTpoicTBa (YPOBEHb I0KA3aTEIbHOCTU
A) [29], urcomuns (ypoBeHs nokazarensHoctr B) [30].

KIIT mpencraBnsier coboii oqHy u3 (Gopm Imcuxore-
pamnuM, B OCHOBE KOTOPOM JIEKUT TMPOIECC KOHIIENTya-
TU3AIUH — TIOHUMAaHUsI CUTYaIlil KOHKPETHOTO Talln-
€HTa, CBOMCTBEHHBIX UIMEHHO €My MbICIICH, YOeKIeHN I
Y CXEeM IOBe/IeHUs. 3a/1ada TICHX0TepaneBTa MpH MpoBe-
neann ceancoB KIIT — wm3MeHeHUS CHUCTEMBI IIOBEE-
HUS TIAIIMEHTa 3a CYeT U3MEHEHHs ero MBIIUIeHUs [6].
Mopaudukaiys MbIIUICHUS B JaJIbHEHIICH IEPCIICKTURE
MIPUBOJIUT K MIPOIOJKUTEIHHBIM MTOBEIEHYECKUM H3Me-
HenusMm [31].

B coorBercTtBUM ¢ kKorHutuBHOU Monaeibio KIIT
y MaleHTOB UMEIOTCsl AUC(YHKIMOHANBHBIE (aBTOMa-
TUYECKUE) MBICIIH, KOTOPhIE MMH HE OCO3HAIOTCS, HO
MIPUBOJAT K MOSBJIEHUIO HETaTUBHBIX AMOLUI U BO3HUK-
HOBEHHIO HENPUATHBIX (PHU3MUECKHUX ONIYIICHUH, B TOM
Yucie K MBIIIEYHOMY HaIlpshKeHUIo U 6o [6]. B pam-
kax KIIT mamueHTy mpemrarailoT OCO3HATh OIMIHOO0Y-
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HOCTh aBTOMAaTHYECKOW MBICITH M 3aMEHHTDH €€ Ha allb-
TePHATUBHYIO, (QYHKIMOHANbHY. [locie BbIsIBICHUS
Y TIOCTENEHHOTO M3MEHEHHUS! aBTOMaTHYeCKUX MBICIIEH,
KOTOpBIE CYUTAIOTCS TIOBEPXHOCTHBIM YPOBHEM MBIIILIC-
HUS, CTOUT TEPEXOJUTh K TIIyOMHHBIM (LIEHTPAJIbHBIM)
yOeXKIEHUSM TMAIMEHTOB O HUX CaMUX U OKPY)KaroIIeM
MUPE ISl TOTO, YTOOBI JOOUTHCS 00JIee YCTONUHMBBIX U3-
MEHEHH B BHJIe perpecca 0oeBbIX onrymienni [31].

[Tpu KIIT y nmanmentoB ¢ XbC KOTHUTHUBHBIHN MOIXO]T
3aKIII0YAaeTCsS B TOMCKE HMCKAKEHHBIX IPE/ICTaBICHUH
0 0onu (Tabm. 2), HarpuMep « 51 HUKOTIAa HEe CMOTY KHTh
TTOJTHOIICHHOM JKH3HBIO», «Mosi 00T HUKOT/IA HE TIPOii-
JeT», U3MEHEHHUHU B3IJIsAa MaleHTa Ha OOJIeBOW CHH-
npoM, (hopMHpPOBAaHUHN aTbTEPHATHUBHBIX, OOJIEE pean-
CTUYHBIX MbIciel. [loBeaeHUeCKUi TOIX0 IPECIEAYET
1eb 00yYHUTh TMAIMeHTa He TOJIBKO TICHXOJIOTHYECKUM,
HO ¥ (pHU3HYECKUM IpueMaM Ipeoponenus 6omu [§, 32].

Omna w3 maBHEIX 1eneit KIIT y manmenta ¢ XbC
1 KOMOPOHWIHBIMH PacCTPONCTBAMU — HAY4YHUTh MAIlU-
€HTa CaMOCTOSITENIbHO OTpEAeSATh aBTOMATHYEeCKHe
MBICITH, TaKUM 00pa3oM NpeAyNpekaaTh BOSHHKHOBE-
HUE N30BITOYHBIX, HEOOOCHOBAHHBIX IMOINH (TpeBOrH,
IPYCTH) ¥ HENPUATHBIX GU3NUECKUX OLIyLIeHuH (Oomu,
MBIIIEYHOTO HAIPSIKCHUS, TPYIHOCTH B 3aCHINIAHUH,
MOAJICPKAHUU CHA, OLIYLICHUE Pa3OUTOCTH).

®opwmar ceccuit KIIT moxer ObITH rpynmoBoii, map-
HbIM Wi uHauMBHAYyanbHbId [31]. YV manueHtoB ¢ xpo-
HAYECKOW OOJIBbI0 Yalle MPUMEHSETCS TPYIIOBOM WU
uHAuBHTyabHBIA popmat. [IpoBenenune ceccuii MokeT
MOJIpa3yMeBaTh Kak JUYHYIO BCTPEUY, TaK ¥ IPOBEICHNE
KIIT ¢ noMomipbo KOMOBIOTEPHBIX MPOTPaMM IO CETH
WuTepHer, TenedoHHbIx 3BOHKOB [33, 34]. s momy-
YeHHs pe3ylibTara y MalHeHTOB ¢ XPOHUYECKOH 00JIhI0
B CITUHE B cpeniHeM HeoOxonumo 10 ceccuit niuTenbHO-
cteto 50 muH [35]. 1 noanep:kaHusi MOI0KUTEIBHOTO
pesynbTaTa BO3MOXKHBI «OyCTepHBIE CECCHM», KOTOpbIE
MOTYT COCTOSITHCSI OTCPOYSHHO BO BPEMEHH.

Tepanesruueckast ceccust KIIT uyerko cTpykrypu-
poBaHa. OOBIYHO BKITIOUaeT B ceds 3 yactu. B BBogHOM
YacTH TeparneBT 00CYKIaeT HACTPOCHHUE MaleHTa, Qu-
3WYECKHE OIIYIIEHHs, KOTOPhIe BO3HUKAIM B TEYCHHE
MIPOMEKYTKa BPEMEHH, MPOIIEIIEro ¢ MpoIuUIoi cec-
cnn (OOBIYHO OKOJIO 7 JHEH), COBMECTHO C MAIMCHTOM
BbICTpauBaeT IjaH ceccud. OCHOBHas 4acTb COCTOUT
M3 OOCYXIEHHWS [IOMAallHero 3a/laHvs IalueHTa, ak-
TyallbHBIX TIPOOJIEM 1O IUIaHy, (POPMYIHPOBKH HOBOTO
JTOMAIITHETO 3aJlaHus W TIOABENEeHUs WTOTOB. B 3aBep-
HIaloLIel YacTH TEPareBT MoJydaeT 0OpaTHYIO CBA3b OT
nmanuenTa [31].

OmHuM U3 BUAOB JOMAIIHETO 3aJaHUs SIBISIETCS 3a-
TTOJTHCHUE THEBHUKA aBTOMATHUECKUX MBICTIEH (Tabm. 3),
KOTOPBIN OOBIYHO BKIIFOYAET KOJIOHKHU «JlaTa U BPEMsD»,
«CUTyaIus», «aBTOMAaTHYECKHE MBICITH», <«OMOIINNY,
«TIOBEICHUEY», «aJalTHBHBIA OTBET» W «PE3yJbTaT»
[31]. [Ipu Benennn nanmenta ¢ XbC B qHEBHUK HEOO-
XOJUMO J00aBUTH KOJIOHKY «(PH3MYECKOE OLIYIICHUE»
WU «MHTEHCUBHOCTH Oomm» [35].

O¢pdexrusaocts KIIT npu XBC obbsicHsieTcs BIH-
SHAEM Ha AMOIMOHAJBHBIA KOMIIOHEHT 0oy, crie-
nu(pUIECKUe aBTOMATHYECKHUE MBICIA U YOeXIeHUS,
Kacatoliecs: 60JIM U ee BIUSHUS Ha MIOBCEIHEBHYIO aK-
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l'lpuMepu KOTHUTHBHBIX HCKAKEHHH

Tabnuma 2

Ipumep mbicei

KorHuTuBHOE MCKaKeHUE

«W i MHE TTOMOXET 3TO JICYECHUE, NIIH YK€ HE TIOMOXKET HUYETO»

JIMXOTOMHYECKOe MBIIUICHHE, YepHO-0e-
JI0€ MBILIICHHE

«51 yxe mina nbynpodeH, OH He TIOMOT, 3HAYUT HUKaKoe Jpyroe 00e30011MBarolee MHE He TIOMOXKET

UpesmepHoe 000011eHHE

«XOTb 51 ¥ CMOT BBITIOJIHUTH BCIO 3aps/IKy ¢ (PM3HOTEPAIIEBTOM, 9TO MPHHOCUIIO MHE TOJIBKO OOJIB»

ObecreHNBaHUE TTO3UTHBHOTO, HETATUB-
HBIH HUIBTP

«W3-3a 3TO¥ 6ONHK s HE MOT'Y HU LIary MarHyTh!»

I[TpeyBennuenue/npeymeHblIeHHEe

«9T1a 00Jb HABCET/Ia OCTAHETCSI CO MHOM, 3TO MPOCTO y)KACHEHIIIee, YTO CIIYyYanoch CO MHO B )KU3HU!»

Karacrpoduzarus

«9T1a 607Ib OTHIMAET Y MEHS PaJ0CTh KU3HM!»

3MOI_[I/IOHa.]'H>HI)Ie 000CHOBaHHE

«S1 momxen n30aBUTHCS OT 3TOM Ooym». « Mo JOKTOP JOJDKECH MCHS BbIIICYUTH»

ﬂOJDKCHCTBOBaHI/IC

«1 xankuii u yoorui»

HagemuBanue SIPJIBIKOB

«910 51 cejiajia Korjaa-To HEIpaBUJIbHOC ABUKCHUE, U TCIIEPh Y MCHS XPOHUYCCKas 00JIbY»
«MouM KoJuIeraM TSKEIIO CO MHOM 06IIIaTLC$I H3-3a MOCH 6OJ'II/I, 3TO MOs BUHA»

[lepconanu3zanus

«Molii My TyMaer, 4To sl HM Ha YTO HE IOXKYChb C 3TOH O0IbI0»

UreHue Mbicien

Examples of cognitive distortion

Table 2

Examples

Cognitive distortion

“Either this treatment will help me, or nothing ever will”

Dichotomy, “black-and-white” thinking

“I have already taken ibuprofen. It didn’t help. No other painkiller will help me”

Overgeneralization

“Although I was able to do all the exercises with a physiotherapist, it only brought me pain”

Devaluation of positive, negative filter

“I cannot take a single step because of this pain!”

Overstatement/understatement

“This pain will remain forever, it’s just the worst thing that happened to me in my life!”

Pain catastrophizing

“This pain takes away my joy of life!”

Emotional rationale

“I have to get rid of this pain”. “My doctor must cure me»

Obligation

“I am miserable”

Pinned a label

“I once made the wrong move and now I have chronic pain”

“It’s hard for my colleagues to communicate with me because of my pain. It’s my fault”

Personalization

“My husband thinks I’m no good for I’m in pain”

Mind reading

TUBHOCTbH, padoty [32]. ¥ mamuentoB ¢ XbC nmeercs
CKJIOHHOCTbB K KaracTpo(u3alyu, TO eCTh IpeyBelnye-
HUIO OOJNIEBBIX OIIYIICHUH M WX BIMSHUS HA Ka4€CTBO
*u3HU. He crnenyer HemoolieHMBaTh BIIMSHUE KOMOP-
OWMITHBIX PAcCTPOWCTB, TAKWX KakK JICTIPECCHS M TPEBO-
ra, Ha OoJeBble OILIylIeHUs nanueHTa. [locpeacTBom
KIIT BO3MOXHO HUBEIUPOBATH CUMIITOMbI JJAHHBIX pac-
CTpOMCTB. B JomosiHeHHE K BBIIIECKA3aHHOMY METO[
KIIT mo3Bomser pabotaTh Haa OOJEBBIM ITOBEICHUEM
MalMeHTa, KOTOpOe 3aKIoyaeTcs B HEOOOCHOBAHHOM
IpueMe OOJIBIIIOr0 KOJMYECTBAa OOJICYTONSIIONINX TIpe-
MaparoB, WU3JIHUINHEM H30CTaHWH JBUTATCILHOW aKTHB-
HoCTH (KuHE3nodooun) [8, 36].

Pe3ynbraThl Hccieq0BaHUM TOCIEIHUX JIET TPOTUBO-
peunBsl. Llens kpymmHOTO crcTeMarndeckoro oo3opa (30
PaHIOMU3UPOBAHHBIX KOHTPOIUPYEMBIX HCCIEI0BAHUMN
(PKH), 3438 yJacTHHKOB) 3aKJIF04aIach B TOM, UYTOOBI
onpenenuts, siBisgercst tu KIIT OGonee sddexruBHOH,
4YeM JIpyrue MeTobl JeueHus Hecrennpuaeckoro XbC.
B 0030p 0butn BriFOUeHB! PKU, KOTOpBIE HccnenoBamu
MY)XKYHMH M KeHIH ¢ Hecrnennpuyeckoir XbC B BO3-
pacte ot 18 no 65 ner. [lokazano obneruenue 6o y
nauuentoB nocie nposenenus KIIT, omHako BakHO
[IOHUMAaTh, KaK ATH BMEIIATEJIbCTBA MPUMEHSIOTCS Ha
MIPaKTUKE, MOTYT JIM MX MPOBOJUTH APYTHE CIICIIHATIN-
CThI, TIOMHUMO IICUXOJIOTOB U IICUX0TepaneBToB [37].

HoxazarenbcTtBoM TOr0, yTo KIIT MOXKET NPOBOAUTH-
sl BpadaMu JIF000H CIENalbHOCTH TTPU HATMYUH COOT-
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BETCTBYIOLIEN MOJITOTOBKH, SIBJISIETCSI CUCTEMATUYECKUI
0030p, KOTOPHIH BKJIOYAT 5 panmomMu3upoBaHHbix PK
(o6mmee yucno yuactHukoB 1390). Kak mo pesynsratam
otaenbHbIX PKU, Tak 1 Mo gaHHBIM CHCTEMaTH4ecKoro
0030pa ObwI0 j10Ka3zaHo npeumyiiecTBo KIIT, koropoe
3aKJII0YAJIOCh B 3HAYUTEIILHOM CHIDKEHUN YPOBHSI HHBA-
JMTU3AIMY ¥ MHTEHCHUBHOCTH OOJIM M yMEPEHHOM YIy4-
IIEHUM KauyeCTBa KU3HU NalueHToB [38].

KIIT sBnsiercst HanOojee W3YYCHHBIM METOIOM
IICUXOTEpanuy 1Jisl JICYeHNs1 XPOHUYECKOH 0o u 3a-
pexoMeHaoBana cedst KaKk METO/ ¢ BBICOKOM 3(pdekTus-
HOCThIO [22, 31, 32, 39]. HecoMHEHHBIMU TIpEHIMYIIIE-
crBamu KIIT mpu xpoHndeckoM 00JIEBOM CHHIPOME U
KOMOPOHIHBIX pPacCTPOMCTBAX SIBISIOTCS HEOOIBIIOE
KOJIMUECTBO CECCUIl, KOTOpBIE 3a4acTyl0 MOXKHO IpO-
BOJWUThH YIOAJICHHO, BO3MOXXHOCTb OOyu€HMs IMaleHTa
CaMOCTOSITETIbHO TIOMOTaTh ce0e C MOMOILBI0 METOTUK
KIIT [31].

Tepanua npunsaTusa u orserctBeHHoctn (TIIO)
u MaiiHadyaHecc (Tepanmus oco3HaHHocTH). [loBe-
JIeHYeCKas Tepamnusl TPETbEro IMOKOJIEHUs Ha3bIBAETCS
Tepanueil mpuHATHS U oTBeTcTBeHHOCTH (T110), KOTO-
pas Bce yallle UCIOIb3yeTCs AJIs JISUEHNsT XPOHUUECKON
6om. TIIO doxycupyercs Ha MOHATHAX TPUHATHS U
oco3HaHHOCTH (MaitHa(ynHecc) [23].

B coBpeMeHHOH ICUXONOTUU Tepanusi MaHI(y-
HECC MCIIONB3yeTCs B KauecTBE I10/IX0/1a, HaIpaBJICH-
HOTO Ha TOBBIMIeHHWE oco3HaHHOCTH [40]. KiroueBwl-
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Tabnuma 3
TMpumep IHEBHUKA ABTOMATHYECKHX MBICJIEH NANMEHTKH
Boaw/ .
Jlara, ABTOMaTHYECKHE AJIbTepHATHBHBII
Curyauus OMouun | Apyroe ¢puznye- IloBenenue Pesyabrar
BpeMst MBbICJIH 0TBET
CKoOe OLylIeHue
12.04.20 | Pe3ko BcTasa | «Jrta 6osp HuKorza | 310CTh, J0- | Pexxymas 6omb B | AkkyparHo Jerna | «IHTeHCcHMBHOCTS | XKenmanne akkypaTHO
YTPOM C KPOBATH, | HE KOHUUTCS cazia mosicHuIle, 7 Oan- | B mocrens, 4To0bl | 00mu Oyaer mocte- | BCTaTh € MMOCTEIH,
nouyBcTBOBana |« eme He ycnena J0B 13 10 60u1b TIpoILILIA HEHHO CHIDKATHCS, | yMEHbLIEHHE — 00JM
OYeHb CHJBHYIO | BCTaTh, a yXe JTa HO Ha 3TO HYXHO | 10 5 6aiioB
00JIb B MOSICHULIE | y)KaCHEHIast 0B BpEMsD»
Table 3
Example of automatic thoughts (patient’s diary)
Date, . . Automatic . Pa.mlother . Alternative re-
. Situation Emotions | physical sensa- Behaviour Result
time thoughts tion sponse
12.04.20 | Got out of bed|“This pain will nev- | Anger, Cutting  lower | Got into bed care- | “It will take time|The will to carefully
in the morning |er leave me” discontent |back pain, 7 |fully, so that the | for the pain’s inten- | get out of bed,
abruptly and felt|“I haven’t got up points out of 10 | pain might go | sity to decrease” decreasing of pain to
very severe pain | yet but already had away 5 points
in the lower back | this terrible pain”

MU KOMITIOHCHTaMH IPAKTUKH MEIUTALUN SIBJISIOTCS
KOHTPOJIb BHUMAaHHUS, PETYJIMPOBAHUE IMOLUN U CaMO-
cosznanue [41]. PerymupoBanme BHHMAaHHS ITOMOTAET
MTOJIIEP)KMBATh OCO3HAHHWE TEKYIIEro MOMEHTa. Takum
00pa3oM, HaBBIKY MTEPEKITFOYCHNSI BHUMAHUS! TO3BOJISIOT
CMECTHTH (POKYC C OTHOTO 00bEKTa (HEraTUBHAS MBICITh)
Ha Jpyroi (mprxanue). CieayeT OTMETUTD, YTO TEParTHs
MaiHA]yTHECC HE TIOAABISET MMOTOK MBICIEH, a MPEIoT-
BpalllaeT JAJbHEHINYI0 JCTaJbHYI0 MpopadboTKy Oec-
MOKOALMX YYBCTB, owtylueHuil [40]. Jpyrum BakHbIM
KOMITOHEHTOM SIBJISIETCSI BKIIFOYCHUE IPAKTHKH OCO3HAH-
HOCTU B IOBCEHEBHYIO JKU3Hb [42].

MenuTaTuBHBIC TEXHUKH BKJIHOUAIOT TPAHCICHJICH-
TaJbHYIO MEIUTAINI0, CHIDKEHHE CTpecca Ha OCHOBE
ocoszHanHoctd (MBSR) 1 korHuTHBHYIO Tepamuio, oc-
HOBaHHYI0 Ha ocozHanHocTH (MBCT) [43]. Tpancuen-
JCHTAIbHAS MEAUTAIMS OCYILECTBISICTCS C IMOMOIIBIO
MaHTpPBI, TTOCPEICTBOM KOTOPOH YEIOBEK 0e3 yCHIWi
MEPEXOANUT B COCTOSTHHE, B KOTOPOM OTCYTCTBYET C(o-
KyCHpOBaHHOE BHUMaHUE [44].

[porpammer  MBSR  (Mindfulness-based —stress
reduction) m MBCT (Mindfulness-based cognitive
therapy) ocHOBaHBI Ha CJICIYHOIIUX TEXHUKAX: CKaHH-
poBaHHWE Tejia, CHAf4Yas MEAWTALUSA M MPAKTHKa 0CO3-
HAHHOTO IBWXeHMA (xarxa-iora) [42, 43]. Bo Bpems
CUIsTuCH MEIUTAIMY TAlIMEeHT 3aHMMAaeT BEPTHKAIBHOE
TTOJIOXKCHHE, CH/ISl Ha CTYJIE MM CKPECTUB HOTH Ha TOITY,
U TIBITACTCS yACPKMBATh BHUMAaHHUC KaK Ha COOCTBEH-
HOM JIBIXaHUM, TaK M Ha JPYruX ourymeHusx. Kaxmprit
pa3, Korjga BO3HUKAIOT HETaTHUBHBIC MBICIIH, MAI[UCHT
3aMe4aeT U OTIyCKAaeT MX, BO3Bpallas CBOC BHHUMaHUE
K JbpIxaHuio. CYMTaeTCs, 9TO B COCTOSHMM OCO3HAHHO-
CTH YeJIOBEK KOHIICHTPUPYETCS Ha HACTOAIIEM M TAKUM
00pa3zoM He pearupyeT Ha COOBITHS aBTOMAaTHYECKH. 3a-
TEM TIpe/JIaraeTcsl MPUMEHSTh JaHHBIN MOIXO0J B TE€4e-
HUE JHS, KOTJIa MalMeHT YyBCTBYET, YTO BHUMAHUE CO-
CPEIOTOYEHO Ha MBICIAX, MPHHOCSIINX OeCTIOKOMCTBO
[40]. CxanupoBaHme Tella MPEAroaraeT MOCTEIICHHOE
repeMenieHre BHUMaHHs OT CTYITHEH K TOJIOBE, UCTIONb-
3ysl PEKOMEHAALMH TI0 OCO3HAHMIO JibixaHusl. [IpakTuka

Xarxa-Horu BKIIFOYAET JbIXaTelIbHbIC YIIPaXKHEHUSI, IIPO-
CThI€ PACTSKKM U TO3BI, IPeIHA3HAUYEHHBIE JUIS YKpPeTl-
JIEHWsI M pacciallieHus] OTIOPHO-/IBUTATEIHHOTO arlma-
pata [43]. JlaHHas mpakTHUKa BBITOIHICTCS MEIJICHHO,
C ©XKEMHUHYTHBIM OCO3HAaHWUEM JBIXaHUS W BO3HUKAIO-
mmx omryiienuit [42]. MBSR u MBCT 00biuHO BKITIO-
4aroT B ¢e0s1 BOCEMb CECCHI TPOAOIKUTEITLHOCTRIO OT 2
JI0 2,5 9 1 JIOMaIIHIO paboTy He MeHee 45 MUH B JIcHb
6 HEl B HEJEJI0, XOTSI OHU TaKXKE MOTYT IPOBOJIUTHCS
Ha 0oJiee KOPOTKHX WM JIUTEIBHBIX Kypcax [42, 43].

CymecTByeT psl pasIuduil MEeXIy MporpaMMaMu
MBSR u MBCT. Bo-niepbix, MBCT coueraer B cebe
MBSR u KIIT. IlepBonauansHO pa3paboTaHHas IS
neuenus oonbmon nenpeccuu [45], MBCT Obuia agar-
THpOBaHA U 1A Apyrux 3adboneBanuii: XbC, ¢pudbpommu-
aJruu, TpeBOXKHbBIX paccTpoicTB. Takxe MBCT BBomUT
YETBEPTYIO POPMATHHYIO TPAKTHKY, HA3BIBAEMYIO 3-MU-
HYTHBIM JIbIXaTEIbHBIM MPOCTPAHCTBOM, IPEAHAZHAUCH-
HYIO I BHEIPEHHUS MPAKTHUKU OCO3HAHHOCTH B ITOBCEI-
HEBHYIO XU3Hb [42, 43].

[Iporpammer MBCT u MBSR wacto ucnons3yrorcs
MIpH JICYCHUH 3a00JICBaHMA, CBSI3aHHBIX C XPOHUYECKON
bompio [46], cTpeccoM, mempeccueld u Tpesoroiu [47],
OJTHAKO JT0Ka3areiabCcTBa 3(PPEKTUBHOCTH TIPH JICYCHUHU
XBbC He 10 KOHITa H3YUYCHBI.

PesynbraTel paHIOMHU3HPOBAHHOTO KIMHUYECKOTO
WCCIIeIOBaHUsI TIPOJEMOHCTPUPOBAIN 3PPEKTUBHOCTH
MBSR n KIIT B orHomenun XBC mo cpaBHEHHIO
C OOBIYHBIM JIEYEHHEM: HaOIIOAIOCh YMEHBIIEHHE
0o W (YHKIHOHAIBHBIX OrpaHudeHnil. CyliecTBeH-
HBIX pazmmunii Mexny d¢dexramu MBSR n KIIT
He orMedeHo [48]. HemaBHO mnpoBeAcHHOE MUIOTHOE
paHIOMM3MPOBAHHOE HCCIIEI0BAaHHE TIOKA3aJI0, YTO MPO-
rpamma MBCT takxe MOXET SIBASATHCS MPUEMIIEMbBIM U
MOTECHIIUAIBHO A(PPEKTUBHBIM MeTojoM JieueHus: XbC
[49].

Cucremarnveckuii 0030p u mertaananus (7 PKU,
864 ydJacTHWUKOB), TOCBAUIEHHBIH BiusHHIO MBSR
Ha XBC, BBIABUI KPaTKOBPEMEHHOE YIy4IlEHUE WH-
TEHCUBHOCTH OONMM M (U3UIECKOTO (HYHKIIMOHHPOBA-
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HUS TI0 CPaBHEHHIO C OOBIYHBIM JICUEHUEM, HO BIIHS-
HUE Ha [T0Ka3aTeN HETPYA0CIOCOOHOCTH HE OTMEUECHO
[50].

Camoynpasiiedue  (self-management). Camo-
YIIPaBJICHUE CUUTAETCS BAKHOM CTpaTerueil JedeHus
y MAIUEHTOB C XPOHHYECKUMU 3a005eBaHUAME. D hek-
THBHOCTH 3TOW CTpaTeruy JIoKa3zaHa pe3yibTaTaMy psijia
mporpamm [51]. YBepeHHOCTh B CIIOCOOHOCTH BHITIOJN-
HATBH OTpeJlelIeHHbIe BHJIBI JIEATENHOCTH (Bepa B ca-
MO PEKTHBHOCTE) KOPPEIHPYET C MOCIEAYIONINM BBI-
MIOJIHEHUEM JTaHHOU AesTeNbHOCTH Y manueHToB ¢ XbC
[52]. Xopomro 3apeKOMEHAOBaBIIAs CeOS TPOrpaM-
Ma CaMOYIPaBJICHUS XPOHWYECKOW OO0JM, Ha3BaHHAsS
ADAPT (Advanced Digital and Professional Training)
[53], mpeanoxuia «IOCTAHOBKY IIENIU» U «IOIIAaroBOE
MIPOJBIDKEHUE», 100aBUB UX K BbIIICTIEPEUHCICHHBIM
CTpaTerusim, 4ToObl cAeaTh MPOrpamMMy JOCTHKUMOU.
[Ipu mocTaHoBKe merneil manueHTaM HeoOX0IUMO OTIpe-
JeNUTh, YeT0 OHU JOOMBAIOTCS B CBOCH KHM3HU U KaKue
W3MEHEHUs Ul HUX BaKHBI. Llenyn NOKHBI OBITh pas-
JIeJIeHbl Ha KPaTKOCPOYHBIE M JIOJITOCPOYHBIE, a TaKKe
OHU JIOJDKHBI OBITh PEAJMCTUYHBIMH, JOCTHXUMBIMH,
aKTyaJbHBIMH U KOHKPETHBIMH.

CrouT OTMETHUTH, YTO B T€ BPEMEHHBIE NMPOMEXKYT-
KH, KOTZla MHTCHCUBHOCTH OOJM B CIIMHE yMEHBILAET-
csl, TIAIIMEHTHI BelyT OoJiee aKTUBHBIA 00pa3 KH3HH,
B OTJIMYME OT TeX JHEH, Korna Ooiib YCHIIMBAETCS, YTO
BITOCIIC/ICTBHY TIPUBOAMUT K OIPAaHHUYCHUIO (DU3NIECKON
akTMBHOCTU. OCHOBHasi MpoOjieMa TaKUX NalUCHTOB
3aKII0YaeTcss B TOM, YTO WX (U3MUECKas aKTUBHOCTh
C KaXIbIM Pa3oM CTaHOBMTCS Bce HIDKe. B Takux ciy-
YasiX aKTUBHOCTB JIOJKHA OBITh YBEIMYEHA CTYIEHYaTO,
WCXONs W3 3aIlNIaHMPOBAHHBIX IIe€Jiel, a HE MHTEHCHB-
HocTh Oonu. CTpareruu, ynoMsiHyTble BBIIIE, TIOMOTa-
10T MALUEHTY NPHOOPECT YBEPEHHOCTh B TOM, UYTO OH
cripaBUTCs ¢ 60mbi0 [23].

Mertoa penakcauuu. OQHON U3 pacpOCTPAHEHHBIX
peakIuii Ha OCTPyIO OOJb SIBISETCS MBIIICYHOE HAPS-
KEHHUE, CIIOCOOCTBYIOLIEE BPEMEHHOMY OIPaHHYCHUIO
nBukeHnd. OJHAKO NPOJODKUTENbHOE HalpsiKeHne
MBILIL NIPY XPOHUUYECKUX OONSIX HMPUBOAMUT K yXyALIe-
HUIO OCHOBHOTO 3a00JIeBaHUs, TEM CaMbIM CHIDKas Ka-
YEeCTBO XM3HM IALMEHTOB. MeETOx peslakcaluu BKIIIO-
YaeT B ce0sl MPOrPECCHBHYIO MBIIICUHYIO PellaKcalnio
(IIMP), meixatenbHBIC yIpakHEHHS (TIIyOOKOoe Opror-
HOE JIBIXaHUE), pacClIabIIsIONIYI0 BepOain3anuio (ayTo-
TeHHbIC TPEHUPOBKH) U PEIAKCALIMIO HA OCHOBE CMEHBI
o0pa3oB.

[IMP mpenacraBisier coOOW KOMIUTEC YIpaKHEHUN
Ha HampsDKEHHe M mocienyrouiee paccialieHue pas-
JUYHBIX Tpynn Mplmn. OCHOBOIONIOKHUKOM METOAMKH
SBJISICTCS. AMEPUKAHCKHN Tcuxuarp DaMyHH SIKoOCOoH.
JlaaHy10 penmakcaifio MOXXHO MPAaKTUKOBATH JIeXka HITH
CHJISl, C OTKPBITBIMH WJIN 3aKPBITBIMU IM1a3aMu. Paccna0-
nsroIIast BepOau3alysi JOCTUTAeTCs 3a CYET BBICKA3bl-
BaHUI, OTHOCSIINXCSA K CIIOKONCTBUIO, TEIUTY U TSKECTH
(marmpumep, «Mou pyKH TeIuible W TSKeIbie», «Moe
cepaLeOreHe CIIOKOIHOE U peryisipHoe») [36, 54]. Pe-
JaKcalusi MpOBOAUTCS B (popme exeTHEBHBIX CEaHCOB
npoaouKkUTeNbHOCThI0 20—30 MuH B feHb [55]. Janubie
TEXHHUKH TO3BOJISIOT YMEHBIIUTh MBIIIEYHOE Harpsike-

18

HUE, YITy4IIUTh (PU3HUecKoe U MCUXOIOTHIECKOe COCTO-
stHUE TanueHTa [36, 54].

buosornyeckas ooparHasi cBsi3b. Tepanus Ha oc-
HOBe Owmonornveckoil obOparHoii cesizu (BOC) — 310
a¢dexruBnbiii Metoy yieuenuss XbC [22]. Llens BOC
COCTOMT B OOYYEHWH TAIMEeHTa HaBBIKAMH CaMOpeEry-
JSIUHM CUMIITOMOB C ITOMOIIBIO UCIIOJIB30BAHMUS JIOTIOIN-
HUTEIFHOTO KaHaja WH(OpMaruu o (QyHKIIMOHWPOBA-
HUM OpraHu3Ma, HampuMmep 3JeKTpoHelpomuorpaduu,
anektposHiedanorpadpuu. M3BecTHO, 4TO B OpTraHU3-
Me MPOUCXOJIAT aBTOMAaTHUECKHE peaKkiMi Ha CTpecc U
001b: HaNpsHKEHWE MBI, W3MEHEHHE TeMIepaTypbl
KOXHBIX TTOKPOBOB, U3MEHEHHUE apTepHUajbHOro JaBlie-
HUS ¥ 9aCTOTHI CEPACUHBIX COKpareHui [56—58]. Mexa-
Hu3M neiictBust BOC npu sieueHnn 601€BOro CHHAPOMA
3aKJTOYaeTCS B YMEHBIIEHUH H30BITOYHOTO MBIIIIEYHOTO
HANpPsDKCHUSI B COCTOSTHUM PETaKCAlMH, BOSHUKAIOIIEM
B xoge bOC-tpenunra [59]. OnHako HE HUCKITIOYACTCH,
uyro 3¢pdext BOC cBsizan ¢ npuoOpeTeHneM ICHUXO0JI0-
THYECKOTO KOHTPOIIS HaJl OOJIEBBIM CHHIPOMOM, KOTO-
phiii popmupyercs B porecce ncuxorepanuu [35]. Pe-
3yABTaThl HEKOTOPBIX padOT yKa3bIBAIOT HA YBEITUUECHUE
ypoBHS (-3HIOP(GUHOB B IIa3Me KPOBH U aKTHUBAIUIO
AHTUHOIUIICTITUBHBIX CHUCTEM C Ha (OHE MPUMEHEHUS
BOC [60].

Bo Bpems ceanca y manuenTa oTciIeXuBaoT (pusno-
JIOTMYECKHE TIOKA3aTeIM: cepALeOrneHne, IbIXxaHue, Ha-
NPSHKEHHOCTH MBIIIIL M TeMIIeparypy Koxxu. C moMoIso
CHEIMATN3UPOBAHHON KOMITBIOTEPHOHN MPOrpaMMbl OHU
oTtoOpakaeTcsi Ha MOHUTOpE Tepe]] MalMeHTOM B BHJE
rpa)MKOB U PUCYHKOB C MY3BIKaJIbHBIM COITPOBOKIICHH-
eM. braronapst Takoi HarISTHOCTH MAIUEHTY Jierye 1o-
HUMAaTh BO3MO)KHOCTH YIIPABJICHHUS CBOMM OPTaHH3MOM.
[Ipu >PdeKkTHBHOM BBITOJHEHUN 33JaHUH  JaTYUKA
OyayT (UKCHpOBATh U3MEHEHUs U HH()OPMUPOBATH Ta-
[UECHTA MY3bIKOW W U3MEHSIOUIMMUCS H300paKCHUSIMHU
[61].

JmutensHocTh omHoro ceanca bOC cocraBiser
He 6onee 30 MuH. J[71s1 TOCTHKEHNST KOHTPOJIS U 3aKperl-
JICHHsSI HAaBBIKOB HE0OXoauMo B cperHeM 20—30 ceaHCoB.

MeraaHanu3, MOCBAIMEHHBIH 3¢ dekrnBHOCTH BOC
npu XBC, mpoaeMOHCTpUpPOBAIT Pl MOJOKUTEIBHBIX
adexToB [62]. On mokazam, uro jedenne bOC, mpo-
BOJMMOE OTJEIIbHO WM B JIONIOJHEHUE K JIPYTUM BMe-
1aTebCTBAM, MPUBOJANT K CHWKEHNIO WHTEHCHBHOCTH
00JIEBOTO CHHApPOMA M MBILICYHOTO HANPSDKEHUS, CHM-
TITOMOB JICTIPECCHUH U TIOBBIMIAET CTPECCOYCTONINBOCTb.
OTMeueHO CHM)KEHHE YPOBHsI MHBaIuau3anuu. OmHaKo
aBTOPBI METaaHAIN3a CUYNUTAIOT, YTO CJIeTyeT OTHOCHUTH-
Ci C OCTOPOKHOCTBIO K pe3ysibTaraM CHCTeMaTHue-
CKOTO 0030pa M3-32 HEOOJBIITOTO YHCIa MUCCICTOBAHMI
Y YYaCTHUKOB B HUX.

3akaouenue

B nacrosiiee BpeMsi ObL10 TPOBEJECHO MHOXKECTBO HC-
CJIEZIOBaHUH, KOTOPBIE MOATBEPKAAIOT 3(P(PEKTUBHOCTH
nedenus nanueHToB ¢ XbC ¢ momolpio neuxonoruye-
CKuX MeToiuK, Takux Kak KIIT, repanust 0CO3HAaHHOCTH,
BOC, meron penakcauuu u apyrue. [lcuxonoruueckue
U TICUXOTEPaIeBTUIECKHE METOABl BKIIOUYEHBI B OOJb-
IIMHCTBO PEKOMEHJIAINI M0 JICYCHHUIO HeCTeIurduye-
ckoit XbC [22, 27] m aKTUBHO TPUMEHSIOTCS MPHU Jie-
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YEHUU TTAIUCHTOB B 3apYOCKHBIX KIMHUKAX U IEHTPaX,
CHCHUAIN3UPYIOIUXCS HA Tepanuu 00JIH. DTH METOAbI
MIOMOTAIOT IIPEOJ0IEBATh TPEBOTY, JCTIPECCUI0, KHHE3H-
oobuto, karacTpoduzanuio, CHIKAIOT HHTEHCUBHOCTh
00JIEBOTO CHHApPOMA, YJIYy4YIIaloT KAauyeCTBO JKWU3HU Iia-
LUEHTA W TOBBILIIAIOT €ro (PU3MYECKYIO, COLHAIBHYIO
U mpodecCHOHATbHYI0 aKTUBHOCTh 3a CYET BO3ZCH-
CTBMS Ha ICUXOJIOTHYECKUN M COLMOKYIBTYPHBIN (hak-
Topsl Xxpoundeckoi 6onu. KIIT, maitandynaece, MeTos
penakcauuu 1 BOC MOTyT NpOBOJUTHCS KIMHUYECKUMU
[ICUXOJIOTaMH, TICHXOTepareBTaMi, a TaKXKe BpadyaMu
JIpYTHX CIENUAIBHOCTEW MPHU HAJTWYUU COOTBETCTBYIO-
1EN TIOATOTOBKH.

Konduukt untepecoB. ABTOpHI 3asBISIOT 00 OT-

CYTCTBUH KOH(IINKTa HHTEPECOB.

®duHaHcupoBaHue. VccienoBanue He UMEIIO CIOH-

COPCKOM MOIEPIKKH.
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Beenenue. I1b aBnsieTcss camoil pacripocTpaHEeHHOM
KpaHHUAJIbHOM HEBPOIIaTUEH M BCTPEYAETCs C 4aCTOTON
11,5-53,3 cinyuas na 100 000 nacenenus B ron [1]. BeI-
cokas yactorta [1b o0ycnoBneHa Xo1oM JHIIEBOTO HEpBa
B Y3KOM KOCTHOM JIMIIEBOM KaHaJle IMPaMU bl BUCOYHOMN
KOCTH U OCOOCHHOCTSIMM BacCKyJsIpU3allid, CO3/ArOIIN-
MU MPEANOCHIIKN JUIsl KOMIIpeccHu U uieMnu. Hespo-
natus aunesoro Hepsa (HJIH) nmeer MHOXecTBO mipu-
YHMH, HO caMas pacnpoctpaneHHas 3T1o I1b, 75% Bcex
HJIH (tabx. 1) [2].
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ITuk 3a60mneBaemoctr 11b mpuxoanuTcs Ha CEHTAOPS.
Yacrora I1b yBenuuuBaercst Ipu OCTPOM BO3JAECHCTBUU
XOJIOJIa, CKBO3HSAKA, BETPEHOM IOrofe M B MecTax
c OOJIBIIMMU CYTOYHBIMHU KOJICOAHUSIMH TEMIIEparyphl,
YTO yKa3bIBaeT Ha TO, YTO PE3KHE U3MEHEHHS TeMIIEpa-
TYPBI MOTYT OBITH (hakTopoM pucka passutus I1b [1, 2].

IIb Obur BmepBeie omucan H.A. Opumpeitxom
B 1797 1., a Ha3BaH B uecTh Yapnb3a benna (1774-1842),
KOTOPBIN OTIHCAIl CHHAPOM HapsiIy ¢ aHaTOMHE! U PyHK-
el nuieBoro HepBa. OCHOBHBIM MPOSIBJICHHEM 3200-
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JIeBaHWA HE3aBUCHMO OT YPOBHS MOPAXEHUS SBISETCS
JIBUTATEIBHBIA JAEPHUIIUT MUMAYECKUX MBIIII] TTOJIOBH-
HBI JUIa (rpo3onapes, npo3oruierus). JInmo 601pHOTO
ACUMMETPUYHO, KO)KHBIE CKJIaJIKA Ha MOPAXEHHOH CTO-
pOHE CIIa)KeHBI, YTOJI pTa OMYIIeH, IIa3Has LIellb Iupe,
IIpH 32)KMYPHBAHUM BEK IJIa3 HE 3aKpbIBaeTcs (Jaro-
¢dranbm), a ma3Hoe sI0JI0OKO OTXOAUT BBEPX M KHAPYXKH,
IIPH 3TOM CTAHOBUTCS BUAHA Oeias MOJIOCKa CKIIEPHI
(cumnTom benna), cHrkeH HaJOPOBHBINA M POTOBUYHBIN
pedexchr. Tsokects mopaxkenus npu HJIH knaccudu-
LUPYETCs MO CTENEeHSM B COOTBETCTBHHU C OOIIETIPUHS-
TOM TIecTrOaTFHON TIKanoi Xayca—bpakmanna [3].

B 80% cnyuaes npu I1b mpoucxonuT 3HAYUTETHHOE
BOCCTaHOBJIeHHE (YHKIIMM HepBa B TeUeHHe 4—6 He.
B 20% cmydaeB BOCCTaHOBICHHE MOXKET 3aHUMATh
10 6—-12 mec. ¢ BOBMOXXKHBIMHU OCJIO)KHEHUSIMH B BHJIE
KOHTPAKTYp M TAaTOJIOTHYECKUX CHHKUHE3HH, 4TO 00-
YCIIOBIIEHO BBIPQXKEHHBIM TMOBPEXICHHEM HEpBa C BO-
BcYeHHEM (YHKLIMOHAIBHO 3HAYMMOTO KOJHYECTBA
AKCOHOB W TIOCJEAYIONIEH JIeHepBalluell MUMHUYECKUX
MmbI. [Ipumepno 10% nanuenTtos ¢ napanuuoM bemnna
WCIIBITHIBAIOT OJUH WJIM HECKOJIBKO PEIHINBOB B TEYE-
Hue 10 ner [4]. Haubonee 4yBCTBUTEIBHBIM B OTHOIIIC-
HUU TIPOTHO32 BOCCTAHOBIEHUS (DYHKIIMH MUMHYECKUX
MBIIII B ocTpeiimem nepuone (mo S5 aaeit) HJIH sBis-
eTcsl ompezenieHue mopora M-oTBeTa M HCCIEIOBaHUE
MUTaTeabHOro peduiekca; B octpom nepuoze (ot 10 go
14 nHeit) — u3MepeHue MPOIEeHTHOTO COOTHOIIIEHUS T1a-
JICHHs aMIUTUTYIbI M-0TBeTa MOPaXEHHOH CTOPOHBI 110
OTHOIIICHUIO K 3J0POBOM; HaunWHAas ¢ 21-ro JHSI — HaIH-
yye HEMPOreHHbIX U3MEHEHUI B MbIIIIAX [5].

Otnonorust [Ib HeusBecTHa, HO aHATOMHUYECKHE
OCOOCHHOCTH JIMIIEBOTO HEPBAa, BUPYCHbIE WH(EKIINH,
a TaKKe ayTOMMMYHHBIE MEXaHU3MbI 3200JIeBaHUs ObLTH
MTOCTYJIUPOBaHbl KaK BO3MO)KHBIE NMPUYHMHBI (Tadm. 1).
B cBi3M Cc HEOAHO3HAUYHOCTHIO MATOT€HETHYECKHUX
acniektoB I1b 1enpio gaHHOTO 0030pa SBISETCS OCBe-
LIEHWE U aHAJIN3 COBPEMEHHBIX NIPEICTaBIEHUN JaHHON
MIPOOIIEMBL.

Anarommnuyeckne npuuuHbl IIb. MuTpakpanuans-
Hasl 9acTh JIMIIEBOTO HepBa HAXOANUTCS B Y3KOM KOCTHOM
KaHaJle — JIMLEBOM KaHaJIe BACOYHOU KOCTH. X0 JINLE-
BOTO HEpBa B y3KOM KOCTHOM KaHalle SBISIETCS OIHUM
13 OCHOBHBIX HEONAromnpusTHBIX (AKTOPOB pa3BUTHUS
I1b. IIpu mepexome OT TOPU3OHTAIHLHOTO (THMITAHHYC-
CKasl 4acTh) K BEPTHKAJIbLHOMY (MacTOHMJaJIbHAsI YacTh)
HaIpapJIeHUIO TUaMeTp KaHaJla JINIIEBOTO HEPBA YMEHb-
11aeTcs, Mpyu 3TOM TOJIIIMHA HEPBHOTO CTBOJIA HE U3Me-
HSETCS, ¥ B HOpMe OH 3aHuMaeT oT 40 mo 70% turommaan
MoTepeyHoro ceuyeHust kanana. Cocy/ipl ¥ JTUIEBON HEPB
B KOCTHOM KaHaJI€ PacIioiaratoTcs INIOTHO, U TIPY OTEKE
MEPUHEBPHUSI OHM CHABIHMBAIOTCS, YTO OOYCIOBIMBACT
nimemuro HepHOTO cTBOMA. [Ipu KT Obwto mokazano mo-
CTOBEpHOE Cy>KeHHE TUaMeTpa JaOUPUHTHOTO CETMEHTA
JMIIEBOTO KaHaa Kak aHaToMu4deckuit (hakrop prucka [1b
[6]. Cpenusist mmprHa Ta0MPUHTHOTO CEIrMEHTA JIUIEBO-
ro KaHaJla BHCOYHOM KocTu Ha ctopoHe 16 Oblia 3Ha4n-
TEIbHO MEHBILE, YEM Ha 3[JOPOBOH CTOPOHE BHUCOYHOM
kocti. OOHapyXeHa CBA3b MEXIy IIKajaonl Xayca—
BpakMaHHa 1 AraMeTpoM JIMIIEBOTO KaHalla Ha YPOBHE
BTOPOTO U3rnbda (BTOpoe KOJICHO) TUIEBOTO KaHama. [Ipu

REVIEWS

Tabnuma 1
Sruoaorus HJITH

Bpo:keHHbIe TPHYUHBI

Ponosast TpaBma
l'enernueckue CUHIPOMBI
Cungpom Pocconnmo—-Menbkepcona—PozenTans
Bonesup Ansbepc-1llenbepra (ocreonerpos)
Cunnpom Mebunyca
Cunapom lonbaenxapa (0Kys10-aypHKyIo-BepTeOpaibHas
JTUCTLIA3HUs )

IIpuoGpeTennbie NPHYHHBI

Wudexunn
bonesus Jlaiima
Bupyc npocroro repreca
Cunzpom Pamcess Xanra (Bupyc reprneca 3-ro tuma —
BapuUIleIIa-30CTEP)
Cpennuit oTuT
Jpyroe (snmpemuyeckuii mapotut, Bupyc Kokcakw,
aJICHOBUPYC)

Tpasma

Maaurauzanus

l'unepronnueckas 60Je3Hb

Wnnonarnueckwii (mapanny bemna)

Table 1
Etiology of facial nerve neuropathy

Congenital causes

Birth trauma
Genetic syndromes
Rossolimo—Melkersson—Rosenthal syndrome
Albers-Schenberg disease (osteopetrosis)
Moebius syndrome
Goldenhar syndrome (OAV syndrome)
Acquired causes
Infections
Lyme disease
HSV
Ramsay Hunt’s paralysis (HSV3 — VZV)

Otitis Media
Other (epidemic parotitis, Coxsackieviris, adenovirus)
Injury
Malignant change
Essential hypertension
Idiopathic (Bell palsy)

BBIPOKEHHBIX Tpo3omiape3ax (4 6amia u 6osee Mo mKae
Xayca—bpakmaHHa) cpefHHid TUaMeTp B 00NacTH BTO-
poro KoyieHa kaHayia coctapmsit 1,79 + 0,29 mwM, Torma
Kak Ha 3110poBoii cropone 3,35 = 1,18 mm. C pa3Butu-
€M TPeXMEpHOW BHU3yalln3aluu OyayIine NCCIIe0BaHUs
(3D-mopmenupoBaHUe OTIEIBHO WU ¢ TIomolsio MPT,
KT) Moryr moBbICHTH JHAarHOCTHYECKYIO 3HAYMMOCTh
MCCIIeIOBaHUsI pa3MEpOB JIMLEBOIO KaHaja, 0COOEHHO
BTOPOT'O KOJIEHA JINIIEBOTO KaHaa.

[Ipu Y3U skcTpakpaHralbHON YaCcTU JIULEBOTO HEP-
Ba y JIeTell MoKa3aHo, YTO YTONIICHHE HEpBa B 00JIacTH
COCLIEBU/IHOTO OTpocTKa A0 2,0 MM yKa3blBaeT Ha He-
ONaronpusTHBIA W JUIMTENBHBIA TEPHOI BOCCTAHOB-
nenust GyHKUuU [7]. YBenndyeHue nuameTpa JIUIEBOTO
HepBa B 00JAaCTH COCLEBUAHOTO OTPOCTKa 10 2,1 MM
TaKKe BBIBICHO y B3pOCIbIX manueHToB ¢ [1b ¢ Tsoxe-
JIBIM [OpaKEHHEM JIMLIEBOTO HEpPBAa B OCTPOM MEPUOJIE
[8]. YTommeHnne IHUIIeBOTO HEpBa B OOJIACTH COCIICBHI-
HOTO OTpocTKa npu Tspkenbix 1B Hanbosee BeposTHO
00yCJIOBJICHO BBbIP@)KEHHBIM OTEKOM HEPBa, KOTOPBIN
JIOCTOBEPHO BU3yanusupyercs Ha Y3U.
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Bupycnas runore3a. Hexotopsie ocodennoctu I1b
XapaKTepHBI /I BUpyCcHOU uH(pekImu. K HuM oTHOCST-
csi: 1) Ce30HHOCTB, 2) TPUMTIONOI00HOE TIPOIPOMAIIEHOE
cocrostare U 3) ycunenune MPT-curnana ¢ ragonuHuem
BO BpeMsi ocTpol (hasbl 3a00JIeBaHNs TPU BU3yaTH3aINN
KOJICHYATOI'0 TaHIVIUs JIMLIEBOrO HepBa [9].

Anamu3 npuuud passutus HJIH y nereit B 77,2%,
a y aui Mosoforo Bospacrta B 90,9% ciydaeB BBIIBHI
STHOJIOTHIO 3a0oneBaHus. B pacmmdpoBanHol 3THO-
JIOTHYECKOHN CTPYKType y JeTed Mmpeodiamaiu dHTEpO-
Bupycsl — 10 49,4%, pexe repnecBupychl (10,7%),
ooppermnn (3,2%), mukorazmsel (1,9%). Cpenn muig
MOJIOJIOTO BO3pacTa 3TUOJIOTUYECKHUI Tieii3ax ObUT aHa-
JIOTUYHBIM, C TIpeoOaganueM dHTepoBUpycoB (57,5%),
pexe (15,2%) — repriecBupycos. B 12% cnyyaeB kak
y ZIeTeil, Tak ¥ y JIUI MOJIOZIOTO BO3pacTa BCTpedaslach
MukcT-uHpekuus. Cpenu CepoTHIIOB SHTEPOBUPYCOB
Hambosee 4acTo omnpenessuuchk dHTepo 69 (33%), oH-
Tepo 68 (27,8%), ECHO 6 (15,4%) [10]. ABropamu
BBISIBIIEHBI OCOOCHHOCTH KJIMHHYECKUX TPOSIBICHUI
B 3aBUCHUMOCTH OT 3THOJIOTMH 3a0oneBaHus. Tak, 3H-
tepoBupycusie HJIH ornmdganuces mHambombImei mpo-
JOJDKUTEIBHOCTBIO Ba30MOTOPHBIX, UYYBCTBUTEIBHBIX
MIPOSIBJICHNH, a Takke OOJIEBOTO CHHApPOMA, TOTJa Kak
OOppenro3Hble — 3HAYUTEIBHON JTUTEIBHOCTBIO 0O-
JIEBOTO CHHAPOMA, BET€TaTUBHBIX CHMITTOMOB U MOTOP-
HOro aeduIuTa, TOPHUAHOCTBI0 OOPAaTHON ITMHAMUKU
HEBPOJIOTMYECKUX CHHApPOMOB. llpm repmetmuecknx
HJIH uMenu Mecto MpoOAOIDKUTENbHbIE OOJEBON CHH-
JPOM ¥ MOTOPHBIN A€(PHUIINT, a TAK)KE€ TyBCTBUTEIHHBIE
HapyIICHUsI.

B 1972 r. McCormick npearosioxu, 4To BUpyc mpo-
ctoro repreca (BIII") moxer Obrte npuunaoit [16 [11].
[lepBast moanmepkka 3Toi TUIOTE3Bl ObLIA IMOyYeHa
JIBA/INIATh JIET CIYCTS, KOTIa ObLTH 0OHApPYKEHBI HYKIIe-
rnHoBbI€ KUCIOThI BIIT B KOJIEHYaTOM raHIIMK JIUIEBOTO
Hepsa [12, 13]. JIHK BIII" 1-ro Tuma O6puta 0OHapyskeHa
MIpH OTepaIiy IEKOMIIPECCHU B IHJIOHEBPATBHBIX KHJI-
KOCTSAX JINIIEBOTO HEpBa Yy TAI[MEHTOB C HMIMOTATHYe-
cxoit HJIH [14].

Bupycsoi repnieca — sto JIHK-Bupycs1, obnanatomtue
YHUKAJIBHOW CIIOCOOHOCTBHIO HAXOAWUTHCS B OpraHU3Me
X03s5MHA B JIATEHTHOH (pa3e W BBI3BIBATH PEIUAUBHPY-
fouiee 3a0oNeBaHne MyTeM peakThBaluu. M3 BUpycOB
repreca yenoseka BIIT-1 u -2 u Bupyc Varicella zoster
SIBIISIFOTCS. HEMPOTPOIIHBIMU; JIaHHBIE BHPYCHI HAXOJST-
cs B mepudepuuecKoil HEPBHOU CHCTEME, a BUPYCHBIHN
TEHOM COXpaHsSeTCs B MNepUPEepUUECKUX CEHCOPHBIX
TaHDIMSIX Ha TPOTSHKEHUH BCEW JKM3HHM Xo3suHa [15].
Ot nepugepuvyeckue CEHCOpPHbIE TaHIJIMH SIBIISIOT-
csl pe3epByapoM, U3 KOTOPOTO BHUPYCHI HEHPOTPOITHOTO
repreca MOTyT PEaKTUBHPOBATbCS M BBI3BIBATH HEBPO-
JIOTHYECKHe W KOKHBIe 3a0oneBanus. [Ipu ompenenen-
HBIX OOCTOSITENbCTBAX BHPYC MOXET PEaKTHBHUPOBATH
U TIiepeMeniarbes B 00JacTi, MHHEPBUPYEMbIE COOTBET-
CTBYIOLIUMH NepUPEPUIECKUMHI CEHCOPHBIMU T'aHIIINS-
MU, BBI3BIBAs TaM PEIHIUB 3a00I€BaHUS.

[Ipu cunapome Pamces Xanra HJIH conpoBoxnaer-
cs1 30cTU(hOPMHBIMU BE3WKYJIaMH Ha YIIHON pakoBUHE
nwnu okono Hee. Bupyc Varicella zoster, ckopee Bcero,
TaKxe siBisieTcs npuunHoil I1b y manueHToB, y KOTOpbIX
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HET KOXKHBIX BBICBITIAHHH, HO IMEIOTCS CEPOJIOTHIECKUE
cBuaeTenscTBa peakrtuBanuu Varicella zoster. Bonee
yOeUTEeNbHBIMU SIBISIIOTCS JIaHHBIE, JIEMOHCTPUPYIO-
IMe HyKJIEHHOBBIC KHCIOTHI Bupyca Varicella zoster
B DKCCyAaTax KOXKM YITHOW pakoBuHBI [16] u B dharonu-
tax 6onpHBIX [1b [17].

Heckonbko wHCClieoBaHU Ha KUBOTHBIX IN VIVO
nonreepauau teoputo, yto BII-1 BeseBaer [1b.
Wnokynauus BII-1 B cTHIIOMacTOMIHOE OTBEpCTHE
Yy KpOJIMKa BBI3bIBAET YCTOWYHMBBHIN ITpo3omape3 y O00b-
IIMHCTBA MHBEIMPOBAHHBIX JKUBOTHBIX. MHUKpPOCKO-
MUYECKOe HCCIeNOBaHne WHOUIIMPOBAHHBIX JIUIEBBIX
HEPBOB KpOJIMKa [T0Ka3aj10 OTEK JIMLIEBOTO HEPBA U MPU-
3HaKW JAEMHENIMHU3alUU Ha 13-e CyTKH IOCJEe MHBEK-
uuu U npucyrcreue Bupuonos BIIT-1 [18]. MuTpana-
oupuHaTHBIE WHOKYAMK BIII'-1 y XOMSKOB mpuBeIn
K XapaKTepHBIM MATOJOTUYCCKUM HU3MEHEHUSIM BOKPYT
KOJICHYATOTO TaHTIHSA Y 57% WHBEIMPOBAHHBIX KUBOT-
HbIX [19]. ¥V Mpimeit nnokymsiius BIIT-1 B o6nacty yiu-
HOW PaKOBWHBI IPUBOANIIA K BPEMEHHOMY IPO30TIapesy
y 56% >xuBotHbIX [20]. [locnenyroiiee MOBBIICHUE TU-
TPOB IPOTHBOBUPYCHBIX aHTHUTE OBLIIO OTMEYEHO Yepe3
6-9 nueit nocne uHokymsuu [14]. Bee uccnenopanus
Ha JKMBOTHBIX IN ViVO BeIBIISIOT ocTpyro HITH mocime
nepBuuHoi nH(pekunn BII-1. O1tn uccnenosanus 6o-
nee moxoxu Ha HJIH, cBa3amnyio ¢ BIII-1 y nereid,
y Kotopbix pasBusaercsi HJIH npu nepBuunoi nHpEK-
muu BIIT-1 [21].

Ha monensx mermeii ¢ HJIH, BeizBannon BIII-1, BEI-
SBJICHO TIOBBINIEHHE ypOBHS akBamopuHa 1 Ha 9-16-i
JIEHb TIOCIIE BBEACHUS BHPYCa B KOXKY YIITHOW PaKOBH-
HbI MbIIH [22]. AKBamoOpUHBI TPEICTABISIOT CO0O0
CHelMalibHbIe TPaHCMEMOpaHHBIE KaHAIbI, KOTOPHIE
00ecrneunBaloT MepeBUKEeHNEe BOJbI Yepe3 KIECTOUHYIO
MeMOpaHy B HaIlpaBJIEHUH OCMOTHYECKOTO T'PAJIMEHTA,
¥ OINH U3 TVIaBHBIX MEXaHMU3MOB B BOBHUKHOBEHHUHU OTe-
Ka TKaHU — OTO HapylleHHe (YHKIMH aKBAIlOPHHOB.
[oBbleHHast perynsiius akBanopuHa 1 Oblia TECHO
CBfI3aHA C OTEKOM JIMIIEBOTO HEpBa B KaHAJE JIMIIEBOTO
HepBa, 4TO Takxke coorsercrsoBano HJIH y wmbimei.
Ha Mojenu rumoKcuu IMBaHHOBCKUX KIJIETOK IN Vitro 06-
HapyxeHo, uto U0126, aHTaroHUCT CUTHAJIBHOTO ITYyTH
ERK (ERK (extracellular signal-regulated kinase) —
OJIMH U3 MYJIbTU(YHKIIMOHAIBHBIX BHYTPUKJICTOUHBIX
CUTHAJIBHBIX ITyTEW, COAEp)KAlINX OJHY W3 MHUTOTCH-
aKTUBHPYEMBIX TIPOTEMHKUHA3 W KOHTPOJIUPYIOIIUX
TPAHCKPHUIIIIAIO TEHOB, META0OIU3M, MPOTU(EPAITHIO
U MOJBUKHOCTH KJIETOK, aIlloNTO3 U JpyTue MpOLEcChl),
WHTHOMPYET HE TOJBKO MOP(OIOTHUSCKUE M3MCHECHIS
KYJIbTYp LIBAHHOBCKUX KIJIETOK, HO TaK)Ke TMOBBIIICHUE
peryismun akBanopuHa 1 u dochopuimpoBaHue MyTH
ERK. B coueranuu ¢ noBbllIeHHBIM (QochopruiinpoBa-
auem myti ERK y mprmeit ¢ HJIH, BerzBanusmv BIIT-1,
MIPENINONIOKEHO, UTO CUrHanbHbIi myTh ERK Takke Mo-
JKeT OBITh BOBJICYEH B MOBBIIIIEHUE aKBarlopuHa 1 B MBI-
muHo mogenu HJIH. XoTs TouHBIM MeXaHU3M HyX-
JaeTCs B JalbHEHIEM WM3yYeHUH, TaHHBIe PEe3yIbTaThl
MO3BOJISIIOT IPEINONOKUTh, YTO aKBaropuH | B HIBaH-
HOBCKHX KJIETKaX JIMIIEBOTO HEpPBAa Yy4acTBYET B pa3BU-
tuu HJTH, Be1zBannoro BIIT'-1, 1 MoXkeT UrpaTh BaKHYIO
poib B martoreHese 3Toro 3abosieBaHus. AkBarnopuH 1
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MOXET OBITh MOTEHIIMATBHON MUIIEHBIO, & AHTATOHUCT
myti ERK U0126 MoxeT ObITh HOBBIM MPENapaToM JJist
neuenust HJIH, BerzBannoro BIII-1, Ha panHei cragum.

AKTyanmpHOW TIpOOJIEMOW OCTaeTCsl peaKTHUBAIUs
BIII' u mocnenyromee paszsutue HJIH. CymectByror
oOmienpu3HaHHble TpUYHHBI peaktuBaruu BII: amo-
[UOHAJIbHBIC WIN (PU3MYECKHE Teperpy3KH, IpocTya,
CTpPECCHI, a TaK)Ke MIPUEM CPEJNICTB, YTHETAIOIINX UMMY-
HHUTET, paJnoTepanus, KoTopas TpeOyeTcsl pH JICYCHUN
OHKOJIOTUYECKUX 0OJIe3HEH MM TIOCTIe TPAHCIUTAHTAIIUT
opraoB [23]. Onnoil u3 npuunH peaxtuBauuu BIII-1
CUMTAETCS TIOBBIIIEHNE YPOBHS TITFOKO3BI B KPOBH, YTO
OBLIO MOKA3aHO OMBITHBIM IyTEM y MBIIIEH ¢ AMadeTOM
[24]. TlepceKTHBHBIM CTajJ0 HCCICIOBAHUE BEIIECTB,
npensaTcTByrommx peakrusauuu BIIT, ogauM U3 KoTO-
PBIX SIBIISIETCS TIIIOTAaMHH. | TIOTAaMIH yBETHIUBAET TIPO-
mudepanmnto T-KIeTOK, 4TO CHHXKAET BOSMOXXHOCTH pe-
axktuBanmu BIIT [25].

HNmmyHosoruyeckas rumores3a. Jlucron u Kieiin
[26] oOHAPYXIIIN CIICAYIOIIHE THCTOJIOTHUSCKUE N3ME-
HEHMS B JIMIEBOM HepBe y nauueHTa c [1b: 1) neps Obu1
MH(WIBTPUPOBAH BOCTIAIIUTEIFHBIMA KJIETKAMH OT BHY-
TPEHHETO CJIyXOBOTO MPOXO/a 10 CTHJIOMACTOWTHOTO
OTBEpCTHS; 2) HAOMIOAAIACh JCMHUCITMHN3AITIS HEPBHBIX
BOJIOKOH € ydacTHeM Makpodaros; 3) HabiI0naIoch yBe-
JMYEHUE MPOMEXKYTKOB MEXIY aKCOHAMH, YTO WHTEp-
MPETUPOBAJTIOCH KaK OTEK; 4) KOCTHBIN JHMILIEBOW KaHAI
BHCOYHOW KOCTH OBLII B HOPME, U HE OBLIO HUKAKUX MIPH-
3HAKOB CJIABJICHUS JIMLICBOTO HEPBa KOCThIO KaHaja. He-
OonpIIue Kpymible KIETKH JTUMQOLUTAPHON HPUPOIbI
1 pa3pylIieHne MHEITMHOBBIX 000JI0UEK, BEPOSTHO, SIBIIS-
IOTCSl TUCTOJIOTUYECKUM IPOSBICHUEM ayTOUMMYHHOTO
OTBeTA.

W3BecTHO, YTO perynupyloiiee BIUSHUE CTEPOUI-
HBIX ¥ THPEOUIHBIX TOPMOHOB Ha IIPOIIECCHI METado-
JM3Ma 0COOCHHO TPOSIBIISIETCS TOT/A, KOTJIA TPOUCXOUT
pe3Koe HapylIeHHe TOMEOCTa3a U BOSHUKAET HEOOXOIH-
MOCTb aJIalTallly K SKCTPEMabHbBIM YCIOBUAM. B 3THX
YCIIOBUSIX OCOOYIO pOJb WIpaeT WMMYHHAas CHUCTEMa,
0co0eHHO MHTEP(EPOHBI, & TAK)KEe HHTCHCUBHOCTh Me-
Ta0OJIMYECKHUX MPOIIECCOB B MEMOpaHax KIETOK KPOBH,
B YaCTHOCTH NEPEKHCHOE OKHCIIEHHWE HEHACHIIEHHBIX
>kupHbIX KucnoT. [Tpu I1b B ocTpoMm nepuoae umeer me-
CTO HEWPOIHIOKPUHHAS AUCHYHKLUS, 3aKJIIOYAIONIasi-
csi B AucOanaHce ypoOBHS KOPTH30J1a, COMATOTPOITHOTO
1 TUPEOUHBIX TOPMOHOB, CTENEHb BBIPAXKEHHOCTH KO-
TOPOTO KOPPENHPYET C WHTEHCHBHOCTHIO CBOOOAHOpA-
JIUKAJIBHOTO OKHCJIEHHS, a TaKXke C TSHKECThIO U JMHA-
MHKOH HEBPOJIOTHIECCKUX Hapymrenni [10].

Coo6mienust o [1b y neteit mociie BakIMHAIUY IO
TBEP)KJIAIOT MMMYHOJIOTMYECKYIO THIOTe3y. B 1iBei-
L@PCKOM IIEHTPE MOHUTOPHHTA JIEKAPCTBEHHBIX CPEJICTB
cooburmmm o 46 ciyvasx [1b cpenu BakmMHUPOBAHHBIX
MIPOTUB IpuIna, npu 3ToM puck I1b OblT caMbIM BBICO-
KHM B T€UEHHE BTOPOTO MeCsIa MOociie MHTpaHa3aIbHON
BaKIIMHALMK, YTO NpeArnoiaracT HMMYHOJIOTHYECKUE
mexaau3Mel [1b [27]. U3yduenue oOpas3oB CHIBOPOTKH
nanueHToB ¢ IIb moxasepiBaeT MOBBILICHHBIE KOHIIEH-
Tpaluy NUTOKMHOB MHTEpJeHKUHA-1, HHTEpIeiiKknHa-6
u (akropa HEKpO3a OIyXOiH-ajb(a IO CPaBHEHUIO
C KOHTPOJIbHBIMH TOMYJIALNSMH, YTO CBHJIETEIbCTBYET

REVIEWS

00 aKTHBAIMK KIJIETOYHO-OIOCPEeNOBaHHBIX 3ddekTo-
poB [28]. B octpoii ctaguu [1b y manueHToB nokazaHo
3HAUUTEJbHbIC YBEIMYEHHE MpoleHTa B-nmumdonuTon
U cHWkeHue nporenta T-mumdoruros [29], ananoruy-
HbIe M3MEHEHHSI B CyONOMYISUAX JIUMQPOIUTOB MEpHU-
(epuueckoil KpoBH OBLIIM TAKXKE ONUCAHbI IPH CUHIIPO-
Mme ['mitena—bape (CI'b) [30].

AytoummynHas runore3a IIb kak Bapmanta CI'b
OoCTaeTcs HEeM3y4yeHHOH, TaK KaK eCTh TOJIBKO OJHO CO-
o0IIeHNe O HAJIW4YM{ aHTUTEN K TaHDIMO3MIY (AHTH-
GQlb-anTHTENa) Y MAMEHTOB C U30JIMPOBAHHOW KIIU-
Hukod wuamonaruveckor HJIH [31]. Tlokazano, 4rto
raarno3usibl GQ1b pacnonaratorces B nepexsarax PaH-
BbE IV1a30/IBUTaTEIIbHBIX HEPBOB, IPU3HAKHI IIOPAKECHUS
KOTOPBIX SIBJISIFOTCS KITFOUYEBBIMU B CUMIITTOMOKOMILJIEKCE
cuaapoma Mumnepa—®wumrepa u CI'b ¢ rimazogsurarens-
HBIMU HapymeHusmu [32].

Nmvmvynomornueckue cxonactsa mexnay IIb m CI'b
MO3BOJISIIOT TMPEAMNONIOKHUTh, YTO 3a00J€BaHUSI MOTYT
HUMETb CXOIHYIO 3THOJIOTMIO M IaroreHes. BupycHas
MH(EKINS MOXKET BBI3bIBATH ayTOUMMYHHYIO PEaKLUIO
[IPOTUB KOMIIOHEHTA MUEJINHA NTepU(epuIecKoro Hepaa,
MPUBOAA K JIEMUENIMHU3ALUU YEPENHbIX HEPBOB, 0CO-
OEHHO JTUIIEBOTO.

Tepanua npu napaaude bessa. KokpaHoBckuii
0030p 2016 1., BKITIOYAIONINI HECKOJBKO PaHIOMHU3H-
POBaHHBIX KOHTPOJIMPYEMBIX HCCIIEOBAaHUM, MOKa3al
s dexruBHOCTS Neuenus [1b koprurkocteponnamu [33].
Koprukoctepouapl NpUBOIAT K YMEHBILIECHHIO BOCIA-
JIeHWs1 U OTeKa, a Omarojgapsi UMMYHOCYIIPECCHUBHOMY
JEHCTBUIO BO3MOXKHO CHIDKCHHE AayTOMMMYHHBIX Ha-
pymennii. Koxpanosckuii 0630p 2019 r., Bitogaromuit
14 uccenoranwuii (2488 maruenTtos ¢ I1B), mokasain, uro
KOMOMHAIIMS TPOTUBOBUPYCHBIX MIPETIapaToOB U KOPTUKO-
CTEpPOUIOB MOYTH HE BIMSET Ha BPEMS BbI3IOPOBICHUS
y nmanueHToB ¢ I[1b 1o cpaBHEHHUIO C IPUMEHEHUEM TOJIb-
KO KOPTUKOCTEpOMUIOB. YacToTa MOIHOIO BBI3IOPOBIIE-
HUs Obla JIydllle y MalueHTOB, MOJYYaBIIMX TOJIBKO
KOPTUKOCTEPOUbI, YE€M Y TMALUEHTOB, IOIYYaBIINX
OJIHM MPOTHBOBHUPYCHBIE TIpernaparhl. Takxke ObLIO MO-
Ka3aHO, YTO II0 CPaBHEHUIO C IJ1aled0 MPOTHBOBUPYC-
HBIE Tpernaparbl B KOMOMHALIMU C KOPTHKOCTEPOUIaMHU
Jy4IIe CHIKAJIM PUCK OTAAJICHHBIX MOCIeACTBHN [34].

OcHoBaHUEM JJIs1 MCIIOJIb30BAaHUSI KOPTUKOCTEPOU-
IoB B ocTpoi ¢ase I1b saBiseTcs To, 9TO BOCIalieHNE
M OTEK JIMIIEBOrO HEPBA Y4YacTBYIOT B BO3SHMKHOBEHUU
HEBPOIATHH, & KOPTUKOCTEPOUIbl 001aat0T MOIIHBIM
MIPOTUBOBOCHAIIUTENBHBIM J€HCTBUEM, KOTOPOE MHHU-
MU3UPYET MOBPEXKICHUE HEPBA M TAKUM 00pa3oM yiIyd-
nraeT pesynsrar. MakcuManbHas 1mojib3a HaOmogaercs,
€CJIM KOPTHKOCTEPOUIbl Ha3HAYAIOTCSl B TEUCHUE IIEp-
BbIX 72 4 mociie nosiBieHus: cuMnTomoB. [Ipeannsonon
MIPUMEHSIOT B 03¢ OT 1 Mr/kr/mens (makcumym 80 mr)
B Teuenue 10 nueil. HeoOxoguMbl najibHENINE HCCIIE-
JTIOBaHUsS, YTOOBI OINpPENeNNTh, AA€T JU AHTUBHUPYCHAs
Tepanus AONOJHUTEIbHBIE TpeuMyniecTsa [35].

3akarouenne. [1b — »to octpas HJIH, BeI3BIBaC-
Masl CIaBJICHHEM HEpBa B KOCTHOM KaHalle BCJIEICTBUE
OTEKa, KOMIIPECCUM U BTOPUYHOM uiieMu. K pazBururo
[Ib mpenpacnonaraioT aHaTOMUYECKU Y3KUH JULEBOM
KaHaJ, CTpecc, MepeoxJiaxaeHne, TopMoHaibHas nepe-
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crpoiika, uMmMmyHonepunut. Otek Hepsa rnpu [15 BeposT-
HO 00yCJIOBJIEH BUPYCHBIM HH(DUIIUPOBAHUEM HITH PEaK-
TUBAIMEH repriecBUpyca Ha oHe Mpeapacioiararinx
¢axTopoB. Bupyc reprieca 3a cueT noka He U3BECTHBIX
MEXaHU3MOB YBEJIMUYMBACT PEryJsAlUI0 akBamopuHa 1
u pocopunuposanus mytTd ERK B mBaHHOBCKHX KileT-
Kax, 4TO IPUBOJIUT K OTEKY U KOMIIPECCHH HEpPBa B KOCT-
HOM KaHaJe.

BupycHass nHpEKIHS MOXET BBI3BaTh ayTOMMMYH-
HYIO PEaKkuio MPOTHB KOMIIOHEHTa MHENHHA nepude-
PUYECKOTO HEPBA, OJHAKO JUIsl IOATBEPIKACHUS Ay TOUM-
MYHHOH TMIIOTE3bI HEJOCTATOYHO JaHHBIX.

[lepcrieKTUBHBIM SIBIISIIOTCS HAlpaBJIEHUE U3YUYSHHS
BIIMsiHUSL akBariopuHa 1 B marorenese I1b u anTaronu-
croB iyt ERK B kauecTBe HOBBIX IIPENAPATOB JUIS JIe-
yenus [1b Ha panHei craguu.

KonduaukT mHTEpecoB. ABTOPHI 3asABISIIOT 00 OT-
CYTCTBUU KOH()IUKTA UHTEPECOB.

duHaHcupoBaHue. VccienoBanue He UMEIO CIIOH-
COPCKOM MOAAECPIKKH.
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ATAKCUHU C HAPYHIEHUEM PETAPAIIUU JHK Y HALHUEHTOB
B3POCJIOT'O BO3PACTA: OIIUCAHUE CEPUU KIMHUYECKHUX CJIYYAEB
N OB30P JIMTEPATYPbBI

Hyscnouii E I1., Knwownuroe C.A., Aopamviueea H.1O., @eoomosa E JO., Anopeee M.H., Bemuunosa A.C.,
Hnnapuowkun C.H.

®denepanbHOE TOCYIAapCTBEHHOE OI0HKETHOE HAaydHOE yupexaeHue « Haydansrii meHTp HeBponorum», Mocksa, Poccust
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Beenenme. Amaxcuu ¢ napywenuem penapayuu JJHK — epynna naciedcmeennvix 3a001e8aHuil ¢ WUPOKUM CHeK-
MPOM HEBPOLOSUUECKUX U IKCMPAHEBPANbHbIX NPOs6LeHUll. Beudy 3HauumenbHo2o0 KIUHUYECKO2O NOTUMOPPUIMA
cywecmeyrom obvekmueHvle mpyonocmu 6 ougpgepenyuanpuol ouacnocmuke 0annou epynnsl amakcuil. Lennb nc-
CJIEIOBAHMST — (HAIU3 KIUHUYECKOU KAPMUHBL U OAHHBIX JIAO0PAMOPHO-UHCMPYMEHMALbHbIX 00C1e0068aHUTl cepuul
2eHemUYecKy NOOMBEPHCOCHHbIX Cyuaes amakcuil ¢ HapyuieHuem penapayuu [JHK y nayuenmos 63pociozo 603-
pacma. Marepuaa u metoabl. Obcredosansl 55 nayuenmos ¢ amaxcusimu deceHepamusnozo 2enesd. Ilposedenvl
KAUHUYECKAs! OYEHKA, CIMUMYIAYUOHHAs dnekmpomuozpagpusi, MPT 201061020 Mo32a, anaiusvl Kposu Ha atbgha-ge-
MOnpomeut, UMMYHO2IOOYIUHbI, XONeCMEPUH U ANbOYMUH, AKMUBHOCMb KpeamuHpocgoxunazel. /{1 eenomunupo-
6AHUSL UCNONL30BANU MEXHOLO2UU MACCO8020 napainenviozo cekeenuposanus (MPS), 6 mom uucne opueunanviyio
mynemuzennyio nanens. Pesyabrarsl. Bepuguyuposanvt 8 (14,5%) nayuenmos ¢ paznuunvivu popmamu amaxcuii
¢ napywenuem penapayuu JHK: 5 bonbnvix ¢ amakcuei-meneancuskmasuetl, 3 — ¢ amaxcueil ¢ OKyJ10MOMOPHOU
anpaxcueti 1-20 u 2-eo munos. Oxapaxmepuzosansl KIUHUYeCKue 0COOeHHOCMU OAHHBIX AMAKCUlL, BbIABNIEHO NPeod-
J1a0aHUe amunuyHblX opM amaKCui-meiean2uIKMasull 6 bl00pKe POCCUTICKUX NAYUCHMOS 83POCI020 803DPACHIA.
Denomunvl amaxcuii ¢ OKYI0MOMOPHOU anpakcuell 1-20 u 2-20 munog coomeemcmeosanu Kiaccuieckum OnUCaHUusIM.
P50 svisenennvix mymayuii ¢ cenax ATM u SETX onucvisaromesn enepsvie. 3akawdenue. Y poccuiickux nayuennos
63p0OCII020 8o3pacma amaxcuu ¢ Hapywenuem penapayuu JJTHK sensomes pacnpocmpanentou 2pynnoi 3a0601e6a-
nutl. OHu npedcmasiienvbl amakcuel-meileaHeudskmasuell, amaxcuell ¢ OKyJ10MOmopHou anpakcueil 1-20 u 2-eo munos,
HepeoKko 00yCc08IeHHbIX HO8bIMU Mymayusimu. Memooom evibopa oas JJHK-Ouaenocmuku 0annvlx goopm amaxcuil
a6nsemcs ucnoavsosanue mexvonoeuu MPS.

KnroueBbrie cmoBa: HapylmeHus pernapanuunu I[HK, aTaKCHUA-TCICAHI'MOKTa3Mus;, aTrakCus C OKyHOMOTOpHOﬁ
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ATAXIA WITH IMPAIRED DNA REPAIR IN ADULTS: A CASE SERIES AND REVIEW OF THE
LITERATURE

Nuzhnyi E.P., Klyushnikov S.A., Abramycheva N.Yu., Fedotova E.Yu., Andreev M.N., Vetchinova A.S., Illariosh-
kin S.N.
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Introduction. Ataxia with impaired DNA repair is a group of inherited diseases with a wide range of neurological
and extraneural manifestations. There are some difficulties in the differential diagnosis of this group of ataxias due
to significant clinical polymorphism. Objective. To analyze the clinical presentation, laboratory and instrumental
examinations data of a series of genetically confirmed cases of ataxia with impaired DNA repair in adult patients.
Material and methods. 55 patients with ataxia of degenerative origin were examined. Clinical evaluation, nerve
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velocity study, brain MRI, alpha-fetoprotein, immunoglobulins, cholesterol and albumin, creatine phosphokinase
activity were performed. Massive parallel sequencing (MPS) was used for genotyping, including the original multi-
gene panel. Results. 8 (14.5%) patients with various forms of ataxia with impaired DNA repair were verified: 5
patients with ataxia-telangiectasia, 3 — with ataxia with oculomotor apraxia types 1 and 2. The clinical features of
this forms are characterized, the prevalence of atypical forms of ataxia-telangiectasia in a sample of Russian adult
patients is revealed. Phenotypes of ataxia with oculomotor apraxia of the 1 and 2 types corresponded to the classical
presentation. Several identified mutations in the ATM and SETX genes are described for the first time. Conclusion.
Ataxia with impaired DNA repair is a common group of ataxias in adult Russian patients. They are represented by
ataxia-telangiectasia, ataxia with oculomotor apraxia types 1 and 2, often due to new mutations. MPS is the method
of choice for genotyping of these forms of ataxia.

Keywords: DNA repair disorders; ataxia telangiectasia; ataxia with oculomotor apraxia; clinical presentation;
genetic diagnosis.
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BBenenue. 3a0oeBanmsi, CBSI3aHHBIC C HAPYIICHU-
ssmu peraparuu JIHK, sBnsitoTcst o0mmpHON rpynmnoi
HO30JIOTHYECKHUX (OpM, XapaKTepH3YIOMIUXCS Pa3zHO-
o0pa3ueM CUMITOMOB U MYJIBTUCUCTEMHBIMH TIPOSIBIIC-
HussMu. K HUM oTHOcATcs aHemusi DaHKOHU, CUHAPOM
Koxkkeiina, psn ayTOCOMHO-PELECCHUBHBIX — aTaKCUH
(APA) u npyrue. HecMoTpst Ha TO 4TO CHCTEMBI pera-
pamun JIHK Oputn onucansl emie B cepenuHe XX Beka,
a KJlaccudeckoe 3a0ojieBaHHME, OTHECEHHOE K JTaHHOH
rpymne, — B 1941 r. Genbruiickum HeBposnorom Denise
Louis-Bar, cBs13bp Mex 1y HUMH ObIJIa YCTAHOBJICHA JIUIITH
B 1995 1. ¢ pa3zButuem Texnonoruii JIHK-ananuza [1-3].

Artakcun ¢ HapymenueM pemnapanuu JJHK — re-
TEPOreHHasi Tpynna ayTOCOMHO-PELIECCUBHBIX MPO-
IPECCUPYIONIMX HEHPOJIEreHEpaTUBHBIX 3a00JIeBaHUI
C MPEUMYILIECTBEHHBIM MOPAKEHUEM MO3KEUKa, IIO0-
JTUHEBPOTIATHEH, TIA30[BUTATEILHBIMU M JKCTpAIlu-
paMUIHBIMM HApyLICHUSIMH, a TaKXKe XapaKTEepPHbIMU
naboparopHbpIMU MapkepamMu. K maHHO# rpymnme OTHO-
caTcs: atakcus-Teneanrudkrazus (AT, ren ATM), arak-
CHUH ¢ OKyJIoMOTOpHOM anpakcueit (AOA 1-5-ro Tunos),
AT-iono6ns1it cuaapom (ATLD, rer MRE11A), crimHo-
nepeOeIIsipHasl aTakcus C aKCOHAJIbHOW Helponarueit
(SCANI, ren TDP1), psim HO30JIOTHI CIIEKTpa ITATMEHT-
HOW KCEPOAEPMBbI, & TaKkKe OTKPBITbIA HEJABHO CHH-
npom CANVAS (Cerebellar Ataxia, Neuropathy, and
Vestibular Areflexia Syndrome), cBsizanHBIi ¢ SKCraH-
cueit AAGGG-noBTOpOB BO 2-M HHTpOHE B rene RFC1

Received 18.03.20
Accepted 08.04.20

[4]. Hapymenus B cucteme penapanuu JJHK BenyT k ee
HEOOpaTUMBIM MOBPEXKICHUAM, KOTOPBIE MOTYT IPOSIB-
JSTHCS IIUPOKUM CIIEKTPOM HEBPOJIOTMYECKHX M IKC-
TpaHeBPaTBHBIX TPOSBICHUH [5—7].

B HacTosimied crarbe MBI IPUBOJUM COOCTBEHHBIC
HaOIFOZCHUS TMallMeHTOB B3pociioro Bo3pacta ¢ AT
(ATX-ATM, cunapom Jlyun-bap, cunapom bonep—Comx-
Buka, OMIM 208900), AOA 1-ro tuma (ATX-APTX,
OMIM 208920) u AOA 2-ro tuna (ATX-SETX, OMIM
606002).

Marepuas u MeToasbl. B nccrnenoBanue ObUTH BKITIO-
4yeHbl 55 manuenToB, Habmonasmuecs B ®I'6HY HIIH
¢ 2016 . mo 2019 ., ¢ xponnveckoii (6onee 1 roga) mpo-
IpPECCUPYIOLIEH aTaKCUEl JereHepaTUBHOIO IeHe3a, KO-
TopbiM MeTofamMu JJHK-anarnoctrkn ObU1M HCKITIOUEHBI
6omnesnp Opuapeiixa u HanboIEE YaCThIC Ay TOCOMHO-I0-
MHUHAHTHbIE clTUHOLepeOeuIsipHble atakeuu (1-ro, 2-ro,
3-ro, 6-ro u 17-ro TunoB). KputepusimMu BKIIOYEHHS
TaKXe SIBJISUIMCH BO3PACT MaLMeHToB cTrapuie 18 jer; ne-
OtroT 3a0oseBanus 10 S50 JIeT; CropaJuYeCKue U CeMen-
HBIE CIy4au ¢ ayTOCOMHO-PELIECCUBHBIM THIIOM HAacje-
noBanus. [IpoBeneH MoaHbIi HEBPOJIOTMYECKUIT OCMOTP
MAalMEHTOB, CTENEHb BBIPAXKCHHOCTH aTAaKCHM OLCHH-
Bajachk mo mkamam SARA (Scale for the Assessment
and Rating of Ataxia — mIkana OIEHKH U OTpeeIeHUs
crerienu arakcun) u ICARS (International Cooperative
Ataxia Rating Scale — mexmyHapomHas o0beAMHEHHAS
IIKajla OIICHKW aTaKCHW), KOTHUTHBHbBIC (DYHKUUH —
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no mkaine MoCA (Montreal Cognitive Assessment —
MoHpeanbckas Kajia OLeHKH KOTHUTUBHBIX (DyHKLIHI).
Bceewm nmammentam ¢ BepuuIupoBaHHBIM HAarHO30M
ObUTH IPOBEAEHBI JTA00OPATOPHBIE U MHCTPYMEHTAJIbHbIE
obcnenoBanus: MPT ronoBHOTO MO3Tra ¢ HCTIOJIB30BaHHU-
em crannaptHbix pexxumoB (T1-BU, T2-BU, T2-FLAIR,
DWI), crumynsuuoHHast —dieKTpoHelpomuorpadus
(OHMI'), ompenenenne ypoBHS aKTyaJbHBIX IS JIaH-
HOW Tpynmnbl 3a00JeBaHU OMOXUMHUYECKUX MOKazaTe-
neit kxpoBu — anbda-peronporens (ADII), mmmyHOTIIO-
oymnunbl knaccoB G, Au M (IgG, IgA, [gM), akTHBHOCTB
kpearuH(pochoknnazsl (KOK obmast), ypoBHHU X0necTe-
puHa, anbOyMUHA U 001Iero Oesika KpoBH.
MoJtekynapHO-TeHEeTHUECKOe HCCIIeI0BAHUE BKJIIO-
4asno B ce0si TEHOTUIUPOBAHKE C MCIIOIb30BAaHUEM OpH-
TUHAIBHOW TapreTHONW MynbTUTeHHON MPS-manenn
(massive parallel sequencing — maccoBoe mapajiens-
HOE cekBeHHpoBaHue) Ha miatdopme Illumina MiSeq
(CHIA). lannas maHenb HampaBlieHa Ha CEKBEHHPOBa-
HHe Konupyromei oomacty 300 reHOB Hanboee 3HAUN-
MBIX HEHpOJereHepaTUBHBIX 3a00JIeBaHNH, B TOM YUCIIE
135 reHoB, MyTaluy B KOTOPBIX NPUBOAAT K PA3BUTHUIO
HacJenCTBeHHbIX aTakcuit [8]. Kaxkaplil BapuaHT, cOOT-
BETCTBYIONINI (PEHOTHUITY 3a00JI€BaHMS, HHTEPIIPETUPO-

Basics cortacHo «PykoBoncTBy» [9]. Bapuantsl, knaccu-
(uIMpOBaHHbIC KaK MTATOTeHHbBIE, BEPOSITHO TATOTCHHBIE
M BapHaHTBl HEONPEICICHHOTO 3HAYCHHUs, MOATBEPXK-
JIAJTUCh METOJIOM CTaHJAPTHOTO CIHTEPOBCKOTO CEKBE-
HUPOBaHUs Ha reHeTHuyeckoM aHanuzatope ABI Prism
3130 (Applied Biosystems). HacTh nccienoBanuii ObL1u
BBINIOJIHEHBI B J1a0oparopusix «Genetico» (MOTHOIK30M-
HoOe cekBeHupoBanue) u «l enomeny (manens «Hefipone-
TeHepaTUBHBIC 3a00JICBAHUS ).

KonmuecTBeHHBIE JaHHBIE OMUCHIBAIUCH C TTOMOIIBIO
MeIUaHbl M KBapTHUJICH, KaueCTBEHHBIC NAaHHBIC ObUIH
Npe/ICTaBlICHbl B BUJE YaCTOT W MPOIeHToB. HopMmais-
HOCTB paclpelesieHus OLEHUBAIach C MIOMOLIBIO C IO-
Mouipto Tecta [lanupo—Yunka.

Bcee manuenTsl nmoanucand go0poBosibHOE HHGOP-
MHUpPOBaHHOE COIVIACME Ha ydyacTHE B HCCIICJOBAHHH.
Hccnenosanue 6bu10 0400peHO JIOKaIbHBIM 3THUECKUM
komutetoM @I'BHY HITH.

Pe3yabrarel. B pesyiabrare TreHOTUNHPOBAHUSA
¢ ucnojab3oBaHueM TexHosnorun MPS cpenn 55 nanu-
eHToB OblTM Bepuduumposansl § (14,5%) manueHToB
C pa3nuYHbIMH (popMaMu aTakCcuii ¢ HapylICHHEM pe-
naparuu JIHK: 5 manuentos ¢ AT (9,1%), 1 namuent
¢ AOA 1-ro tuna (1,8%) u 2 manuenta ¢ AOA 2-ro

Puc. 1. MPT ronosaoro mo3ra (T1-B1): A-B — nanuentka I1I-1 (AT); I, 1 — nauuent X-1 (AOA 2-ro tuna); E — nmanuent I'-1
(AOA 1-ro tuma). OT™MeuaeTcst pacUIUpeHne Cy0apaXHOUAAIbHBIX IPOCTPAHCTB U 0OPO3/1 MO3XKEUKa, UCTOHUEHHE U3BUIUH MONyIIa-

puit B 4epBsS MOZKETKA

Fig. 1. Brain MRI (T1-W): A-B — patient III-1 (AT); I, I — patient XK-1 (AOA type 2); E — patient I'-1 (AOA type 1). Cerebellar
subarachnoid spaces and fissures enlargement, thinning of the cerebellar hemispheres and vermis folia are observed
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Tabnuma 1
XapaKkTepHCTHKA NAIMEHTOB ¢ aTaKCHel-TeleaHrnIKTa3ueit

b-1 H-1 H-2 -1 i-2
ITon Myx. Ken. Ken. Ken. Ken.
Bospact/nebrot, rojst 28/7 30/8 31/7 25/7 27/3
IlepBsIii cuMiTOM Juctonns Artaxcus Ataxcus Ataxcus Juzaprpus
SARA/ICARS, 6abt 20/61 27/71 28/71 20,5/60 26/65
OKyJIOMOTOpHas! alpaKkcHst ++ ++ ++ +++ +++
Crpabusm, napes B3opa OTCyTCTBYIOT -+ -+
DKCTpanupamMuHbIe HAPYILICHUs Juctonus Her Juctonus Jucronus, xopest XopeoareTos
IMonuuesponarus (OHMI') Al-CM Al-CM Al-CM A-CM A-CM
Kornurusnbiii craryc (MoCA, 6aibr) 21 25 25 17 16
OKcTpaHeBpaJlbHbIE ITPOSBIECHUS OTCYTCTBYIOT OJLJ1
MPT ronoBHOro mosra Atpo¢ust 4epBst ¥ MOTyIIapuil MO3KEIKa
ADIT, ME/mn 33,71 18,21 12,1 1 2291 22,71
1gG kposu, /21 14,814 15,898 13,321 13,763 12,846
IgA xpoBw, r/n 0,884 | 1,333 1,108 1,137 0,767 |
1gM xposu, /21 3,840 1 2,627 3,090 1 2,725 2,983
K®K o6m., EJl/n 270 1 60 2391 82 195
Ten ATM ATM ATM ATM ATM
Myranus-1 c.A722G (p.K241R) ¢.3284+4A>G c.T5471C (p.L1824R)
MyTtanus-2 c.A722G (p.K241R) Del chr11:108196036-108235945 c.A8615T (p.H2872L)

IIpumeuanue: AJ-CM — akcoHalbHO-AEMHEIHMHU3HUpYIOIAs ceHcoMoTopHast; A-CM — akcoHanbHas cencomoropHasi; OJIJI — octpslit tum-
(hobnactHblit neiiko3. Pedepencusie 3nauenus: AP — 0,5-5,5 ME/mun, IgG — 8,0—-18,0 /1, [gA — 0,9-4.5 /0, IgM — 0,7-2,8 1/1, KOK 06111 —

0-195 EJl/n.
Table 1
Characteristics of the patients with Ataxia Telangiectasia

B-1 1-1 1-2 SH-1 SH-2
Sex Male Female Female Female Female
Age/onset, years 28/7 30/8 31/7 25/7 27/3
First symptom Dystonia Ataxia Ataxia Ataxia Dysarthria
SARA/ICARS, points 20/61 27/71 28/71 20,5/60 26/65
Oculomotor apraxia ++ ++ ++ +++ +++
Heterotropia, gaze palsy Absent +++ +++
Extrapyramidal disorders Dystonia Nothing Dystonia Dystonia, chorea Choreoathetosis
Polyneuropathy (electroneuromyography) AD-SM AD-SM AD-SM A-SM A-SM
Cognitive status (MoCA, points) 21 25 25 17 16
Extraneural manifestations Absent ALL
Brain MRI Vermis and cerebellar hemispheres atrophy
AFP, IU/ml 33,71 18,2 1 12,11 22,91 22,71
1gG, g/l 14,814 15,898 13,321 13,763 12,846
IgA, g/l 0,884 | 1,333 1,108 1,137 0,767 |
IgM, g/l 3,840 1 2,627 3,090 1 2,725 2,983
CPK total, u/l 270 1 60 239 1 82 195
Gene ATM ATM ATM ATM ATM
Mutation-1 c.A722G (p.K241R) c.3284+4A>G c.T5471C (p.L1824R)
Mutation-2 c.A722G (p.K241R) | Del chr11:108196036-108235945 c.A8615T (p.H2872L)

Note: AD-SM — axonal-demyelinating sensorimotor; A-SM — axonal sensorimotor; ALL — Acute Lymphoblastic Leukaemia. Reference values:
AFP — 0,5-5,5 IU/ml, IgG — 8,0-18,0 g/l, IgA — 0,9-4.5 g/l, IgM — 0,7-2,8 g/, CPK (creatine phosphokinase) total — 0—195 u/I.

tuna (3,6%). OxoH4yarenbHble TUAarHO3bl ¥ 4 ManueH-
toB (II-1, I1I-2, T-1, ’K-1) Oblu BepUpHUIUPOBAHBI C
MCIIOJIb30BaHNEM OPUTHHAIBHON MyasTUTeHHOW MPS-
MaHey, y OMHOTOo nanueHTa (h-1) — ¢ moMompko ma-
Henu «HeliponereneparupHsie 3a0oyieBanus», y 3 mna-
nueHToB (M-1, U-2, [-1) — MEeTOA0M IOJTHOIK30MHOTO

CEKBEHUPOBAHUA.
Pesynbrate

¢ AT npuBenens! B Tabm. 1.

KIMHHUYCCKHX,

HHCTPYMEHTAIbHBIX
U J1abOpaTOPHBIX METOMOB OOCIIEI0BaHUS MAI[MCHTOB

AT Obuta BepudHIMpOBaHa y 5 ManMeHToB U3 3 ce-
MEH, BO3pacT Ha MOMEHT OCMOTpa cocTaBui 28 [27;
30] net, Bo3pact aeOrora 7 [4; 7] JetT, AJIUTEIBHOCTD
3aboneBanus 22 [21; 24] roga. XapakTepHoil 0COOEH-
HOCTBIO JUISI JIAaHHBIX MAIMEHTOB SABJSETCS HaJIHYue
LIMPOKOTO CIIEKTpa IJIA30[BUraTeJIbHBIX HAPYyLICHUN:

OKyJIOMOTOpHAsT ampakcHsi, TOPU3OHTATIBHBIM U BEPTHU-

KaJIbHBII HHUCTarM, HapylICHUE CAKKaJ, OrPaHUYCHUS
B30pa, cTpabusM. Takke OOMUTraTHBIM MPU3HAKOM SIB-

JI0Ch HAJIWMYWEC KIMHHYCCKHX U 3J'I€KTpO(1)I/IBI/IOJ'IOl"I/I—
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Tabnuma 2
XapakTepucTHKAa NANHEHTOB C aTAKCHEH ¢ OKYJIOMOTOpPHOIi anpakcueii 1-ro n 2-ro THNOB
r-1 T-1 K-1

ITon Myx. Myx. Myx.
Bospact/ne6rot, rosis 35/6 28/18 21/17

[TepBbIit cuMmTOM Araxcust

SARA/ICARS, 6ambt 22/44 14/44 15/46
OKyIIOMOTOpHAs! alpaKcust ++ + Her

Cuita MbIIII KOHEYHOCTEH Jlerkuii HI>KHUH napanapes Hopwma

IMonuuesponarust (OHMI) AJlI-CM A-CM
KoruuTusnsiii craryc (MoCA, 6asibr) 21 | 27 28

MPT ronoBHOTO MO3Ta Atpodust uepBst U MONyIIAPUA MO3KEUKA

ADII, ME/M 0,9 13,91 55,71
XonecTepuH, MMOJIB/JT 1017 5,7 5,2

AubOyMuH, /1 34| 42 45

K®K o6u., EJl/n 175 118 350 1

I'en APTX SETX SETX
Myranus-1 c.C739T (p.R247X) ¢.A6029G (p.N2010S) ¢.G7241T (p.R2414L)
MyTanus-2 ¢.T689G (p.V230G) ¢.976 977del (p.R326f5) ¢.4839 4840del (p.S1613fs)
Jlnaruos AOA 1-ro tuna AOA 2-ro tuna

Ipumeuanue: PepepercHrpie 3HaueHus: xonectepud — 3,3—5,5 Mmmonb/1, anbOymun — 38—44 /.

Table 2
Characteristics of the patients with ataxia, oculomotor apraxia types 1 and 2
G-1 T-1 ZH-1

Sex Male Male Male

Age/onset, years 35/6 28/18 21/17

First symptom Ataxia

SARA/ICARS, points 22/44 14/44 15/46
Oculomotor apraxia ++ + Nothing

Limbs strength Flail legs Norm

Polyneuropathy (electroneuromyography) AD-SM A-SM

Cognitive status (MoCA, points) 21 27 28

Brain MRI Vermis and cerebellar hemispheres atrophy

AFP, IU/ml 0,9 1391 55,71
Cholesterol, millimole/l 10 1 5,7 52

Albumin, g/1 34| 42 45

CPK total, u/l 175 118 350 1

Gene APTX SETX SETX
Mutation-1 ¢.C739T (p.R247X) ¢.A6029G (p.N2010S) c.G7241T (p.R2414L)
Mutation-2 ¢.T689G (p.V230G) ¢.976_977del (p.R326fs) ¢.4839_4840del (p.S1613fs)
Diagnosis AOA type 1 AOA type 2

Note: Reference values:cholesterol — 3,3—5,5 millimole/l, albumin — 38-44 g/I.

YECKUX TPU3HAKOB CEHCOMOTOPHON IOJMHEBPONATHH
(apedekcust, rUOTPOGUN MBIIII] KOHSYHOCTEH 110 TUC-
TaTbHOMY THITY, IUCTATbHBIC TTApe3bl, HAPYIICHUS TyB-
CTBUTEIILHOCTH I10 MOJIMHEBPUTUICCKOMY THUITY). Y BCex
MAIMEHTOB BBISBILINCH KOTHUTHBHBIE HAPYIIICHHUS pa3-
JTU4HOM creneHu BelpaxkeHHocTH (MOCA 21 [17; 25]
0amr), arpodpuueckre N3MEHEHHS TTONYIMIApUNA U YepBst
MO3KeuKa Mpu HelipoBuzyanusauuu (puc. 1, A-B).
Cpenu sKcTpaHeBpaTbHBIX POSBICHUH TOIBKO Y O/~
HOW TMalUeHTKU ObIT BBISIBIICH OCTpPBIM jmuM¢oOmacT-
HEIH Jefiko3 (B-xnetounsrit B 2009 1. u T-KIeTOUHBIH
B 2018 1.); yacThIX WH(MEKIIMOHHBIX 3a00JCBaHUMN, OYa-
TOB XpOHUYECKOW MH(PEKITHNH, a TAKKE TEICaHTUIKTA3UH
Ha KOXE€, KOHBIOHKTUBE M CIHM3UCTBIX 000JI0YKaX HHU
Yy OIHOTO TarueHTa o0HapykeHo He Obi10. HeoOxomm-
MO OTMETHTb, YTO 00a poauTess naueHTok 4-1 u HU-2
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yMepid B MOJIOZIOM BO3pacTe OT OHK03a0OJIeBaHUI
(oTen — pak JIerKOoro, MaTh — pak IIECHKH MaTKH), 4TO
MOJITBEPIKIaeT BEICOKUI PUCK PA3BUTHS OHKOMIATOJIOTHHU
y TE€TepO3UTOTHBIX HOCUTeNel MyTaiuil B reHe ATM.

[To naHHBIM OHOXUMHUYECKUX aHAITHM30B Y BCEX TMall-
€HTOB OTMEYaJIoCh MoBbIeHne ypoBHA ADII B kpoBu
B 2—6 pa3 (menuana 22,7 [18,2; 22,94] ME/mn). ¥V nByx
MAIMEHTOB BBISIBJICHO HE3HAYUTEIILHOE CHIPKCHHUE YPOB-
Hs1 [gA B KpOBH, UTO TAKKe SIBISIETCS XapaKTEPHBIM Map-
KEpOM JIaHHOTO 3a00JIeBaHUS U OTpaskaeT CyOKIMHUYC-
ckue naboparopHble MPOSIBICHUS UMMYHOIE(DUIIUTA.

VY Bcex ManueHToB ObUTH BBISIBICHBI MyTalllu B TEHE
ATM (NM_000051.3): myrarus p.L1824R Obina omnu-
caHa paHee y utaibsiHckoro nanuenta ¢ AT [10]; muc-
cenc-mytaruu p.H2872L u p.K241R BbIsIBICHBI HAMHU
BIICPBBIC U PACLICHEHBl KaK BapUaHTHI ¢ HEOIPEAEIICH-
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HOM KIIMHHYCCKON 3HAYUMOCTBHIO, OJHAKO IOJHOCTBHIO
cootBercTByromue ¢enoruny AT. Eme onuH panee He
ONMCaHHBIN BapuaHT ¢.3284+4A>G pacnonoxeH B 30He
CIuTalicHra W, comtacHo anmroputmy Human Splicing
Finder, Hapymiaer crutalicHHT, 4TO MO3BOJISET pacleHH-
BaTh €r0 KaK BEPOSATHO MAaTOreHHbIN. Taroke Mo uroram
aHanmM3a TMOKpPbITUs y nanueHTok /-1 w /-2 Obina 00-
Hapy)keHa KpyTHas jaenernns ydacTtka chrl11:108196036-
108235945 B KOMIAyHI-T€TEPO3UTOTHOM COCTOSHUH,
3arparuBatomniass 9actb reHa ATM. IlomoOHbie TpoTH-
JKCHHBIE JICTICUUH SBISIFOTCS XapaKTEpPHBIMU ISl JTaH-
HOTO IeéHa, W U1 OOJBIIMHCTBA M3 HUX HMaTOI€HHOCTh
JloKa3aHa.

B xozxe uccienoBanus ObUTH BBISIBJICHBI 3 HalKEH-
ta ¢ AOA (AOA 1-ro tuna — 1 manuent, AOA 2-ro
Tha — 2 maruenTa). Knmmandaeckas kapTuHa 3a0oieBa-
HUS Y BCEX MAMEHTOB OblJIa THTMYHON — XapaKTepHBIN
BO3pacT J1e00Ta, COYETaHNE MOIKEUKOBONH U CEHCUTHB-
HOW aTakCuH, HaJU4YHe CEHCOMOTOPHOW MOJMHEBpOINa-
TUH, IPyOBIX INIA30[BUraTeIbHBIX HapyLIeHU# (y ABYX
MAIMEHTOB BbISIBIICHA OKYJIOMOTOpHAs arpakcusi), Xa-
pakTepHBIC MaHHBIC HelWpoBuzyanuzanuu (puc. 1, ['-E)
U Pe3yJbTaThl UCCIIEIOBAHUS JIAOOPATOPHBIX MapKEepOB
(Tabm. 2).

[Ipy MOTHOPK30MHOM CEKBEHHPOBAaHMU Yy TalH-
eHta /-1 BBISBIICHBI JIBe MATOTCHHBIC MYTAIIMH B KOM-
MayHI-TeTePO3UTOTHOM cOCTOsiHUM B reHe APTX
(NM_175069.2): ¢.739C>T (p.R247X) u c.689T>G
(p-V230G). Mytauus p.R247X Obina onucana panee
B uteparype [11], oHa MpUBOIUT K 0OPa30BAHHIO CTOTI-
KOZIOHA M TPEKJCBPEMEHHON TEPMUHALUH TPAHCISILNN
B 6-M 3K30He. Muccenc-3amena p.V230G Takxke pacrio-
JOKEHa B 6-M 9K30HE B KOHCEPBATUBHOM CalTE U TaK-
ke OblIa onucana panee y naiueHToB ¢ AOA 1-ro tumna
[12]. BeisBnennsie myTtaiu B reHe SETX (NM_015046)
y narueHToB 7-1 u JK-1 aBngroTcs MUCCEHC-3aMEHAMU
(p-N2010S u p.R2414L) u genenusiMu, IPUBOASIIUAMHI
K CIOBUTY paMku cuutbiBanus (p.R326fs u p.S1613fs).
Myrtanus p.N2010S onucana paHee B JuTeparype Kak
natorerHasi y nanueHtoB ¢ AOA 2-ro tuma [13], nemne-
LMY BBISIBJICHBI BIIEPBBIE U 10 MPOrpaMMaM IpencKa-
3aHUS MaTOTeHHOCTH OLCHEHBI KaK maToreHHble. Muc-
ceHc-myTanus p.R2414L Takke BBISIBICHA BIIEPBEIE,
OJIHAKO B JIUTEpAType paHee OblIa OlMCaHa MaTOTeHHAs
HOHCEHC-3aMEHa B 3TOM ke mosokeHun (p.R2414X)
[13].

Oo6cy:xknenue. B Hacrosiiiee BpeMs CUMTAETCS, YTO
BBICOKasi MHTEHCUBHOCTh METa0OJMYECKUX MPOLIECCOB,
npoucxomsmux B [{HC, B 0COOCHHOCTH OKHCITUTEIHHO-
ro ¢ochopunupoBanus, BiedeT 3a co0O HAKOTUICHUE
aKTUBHBIX (OPM KHCIIOpOJa M, CIIE[OBATENIBHO, aKTHU-
BaIMI0 OKCUJIATHBHOIO CTpecca, CIOCOOHOTO BHI3BIBAThH
OKHCJIMTEJIbHBIC MOJU(HUKAIUN a30THCTBIX OCHOBaHUHI
JHK. B HOpMe cymiecTByIOIIHE MEXaHHW3MBI perapa-
UM CIIOCOOHBI pearupoBaTh Ha TMOBPEKICHUE MOJIC-
kyn JIHK, onnako HapyllleHne 3TUX MEXaHU3MOB BEJIET
K HeHpoJiereHepanu, OHKOTeHe3y U IPEeKIeBPEMEHHO-
My crapenuo [1, 7, 14]. K napymenusm npoueccoB pe-
napauuu JJHK B nepByro ouepenb 4yBCTBUTEIbHA HEPB-
Has TKaHb, B 0COOCHHOCTH KJIeTKH [IypKuHbe Mo3xKeuka
u niepudepudecKre HepBBI.

CLINICAL RESEARCHES AND CASE REPORTS

AT — ayTOCOMHO-pEIECCHBHOE IOJIMCUCTEMHOE
Helpo/iereHepaTuBHOE 3a00JIeBaHNe, BRI3BAHHOE HOCH-
TensCTBOM MyTanmii B Tene ATM. JlaHHBINA TeH KapTu-
poBaH Ha JUTMHHOM Iuiede 11-if xpomocomsr (11g22.3),
COCTOMT W3 66 3K30HOB M KOTUPYET OJHOMMEHHBIN
oermox ATM. JIHK-muarnoctuky AT ycrmoxHsieT 00Ib-
10€ YUCJIO SK30HOB, HATMYNE KPYITHBIX XPOMOCOMHBIX
nepectpoek u Oonee 500 m3BecTHRIX MyTamwmii [8, 15,
16]. Benok ATM siBisieTcst CepuH/TPEOHMHOBOH MTpOTe-
WHKWHA30#, KOTOpask akTUBUPYETCS MPH HATUYHUN JBY-
HuTeBbIX pa3pbiBoB JJHK. AktuBanus nansoro ¢pepMeH-
Ta TpUBOAUT K (ochopmarpoBanmio 0emxkoB MDM2,
TP53, ATF2 u ap., KOTOpbIe peryIupyroT IpoLecchl pe-
napauuu JIHK, arnonTo3a, ocTaHOBKH KJIETOYHOTO IIMK-
Jla U peMOAeTUpoBaHMs XpoMaTHHa. OHAKO, HECMO-
Tps Ha omucaHHble QyHKIHH, ATM sKcrpeccupyeTcs
He TOJBKO B AJp€, HO U B IIUTOIIA3ME, T/I€ COJIEPIKUTCS
B MIEPOKCUCOMAX W YHIOCOMAX, a TaKXKe PETyINpPyeT ak-
TUBHOCTH TpaHcnoprepa rioko3bl GLUT4, uto o0bsic-
HSIET Pa3BUTHE WHCYINHOPE3UCTEHTHOCTH Y HEKOTOPBIX
namueHToB ¢ AT [17-20].

Panee cuuranocs, yto AT siBiisieTcst BTOpOil 1o pac-
npoctpaneHHocTH Gopmoit APA mocne Goneznn Opu-
Jipeiixa, OJTHaKO paclIMpeHUEe BO3MOKHOCTEH MOJIEKY-
JISIPHOM TMarHOCTHKH, @ UMEHHO ONpEAEICHHE YaCTOThI
HocHuTeabcTBa MyTaiuii B reHax SPG7, SYNE1, SACS
U JIp., CHIeNajo 3TOT (akT He CTOIb O4eBUAHBIM. YacTo-
Ta 3a005IeBaHMsl, TIO PA3HBIM TaHHBIM, COCTABIISIET OKOJIO
1:40 000—1:100 000 [21]. BeipaskeHHOCTh CUMIITOMOB,
BO3pacT Ae0I0Ta U MPOrHO3 3a00JIeBaHNs BO MHOTOM 3a-
BUCSAT OT XapaKTEPUCTHK MyTAIlMX H OCTATOYHOHN aKTHB-
HocTu (hepmeHTa ATM. B poccHiickuX ceMbsix Maop-
HBIMU MyTauusmu sBisitores ¢.5932G>T (p.Glu1978%),
c.450 453delTTCT (p.Ser151*) u ¢.1564-1565delGA,
KOTOpBIE TaKXKe PACIPOCTPAHEHBI B IPYTHX CIABIHCKUAX
nonyisinusax B benopyccuu, Ilonsme u Ykpanse, 4yro
oOycrnoneno 3pdexTom ocHoBares [6, 16, 22, 23, 25].

UYame Bcero 3aboieBaHue JACOIOTHPYET B BO3pacTe
0T 2 10 5 JIET C IPOrpecCUpyIOIEH aTakCuH, pexe mnep-
BBIM CUMIITOMOM SIBJISIFOTCS JUCTOHMS TN XOPE0aTeTos;
TEJICAHTUAIKTA3UN O0OBIYHO OOHAPYKUBAIOTCSI B TEUCHHE
HECKOJIbKUX JIET TOCJe TMOSBIECHUS HEBPOJIOTHYECKON
cumnTomaruku. Kimaccndeckne HEBpOJIOTHIECKHE MTPO-
SBJICHUS IPU TUMUYHOW AT BKIIIOYArOT B ce0s aTakcHIo
CMeIaHHoro (MOKEUKOBAsI, CEHCHUTHUBHAS) XapaKTe-
pa, IIa3oABUraTeiabHbIE HapyLIeHHd (OKyJIOMOTOpHAas
ampakcus, mape3bl B30pa, HApYIIEHHs Cakaj, HUCTarMm
U Jp.), CECHCOMOTOPHYIO TOJIMHEBPOIIATUIO U SKCTPaIu-
pamMuIHbBIe HapyIIeHU (IUCTOHHS, aTeT03, XOpes, MHO-
KionHyc) [7].

Jnsa AT xapakTepeH IIHPOKHHA CIIEKTP SKCTPAHEB-
panbHBIX MPOSBICHUI: TEIEAHIMIKTAa3UM HAa KOHBIOH-
KTHBE, CIIM3HUCTBIX O0O0JIOUYKAaX W KOXKE, MOBBIIICHHAS
YYBCTBUTEIBHOCTh K HOHHU3UPYIOUIEMY H3IYUYEHHIO,
MporepuyecKrne M3MEHEHHs KOXH, CKJIIOHHOCTh K pa3-
BUTHIO PA3IUYHBIX THIIOB OIyXoJel (¥ale co CTopo-
HBI KPOBETBOPHOW CHCTEMBI — JTUM(POMBI U JIEHKO3HI),
MEPBUYHbIE HMMMYHOAChUIUTHL W T.J. HapymeHus
CO CTOpPOHBI HMMMYHHOW CHCTEMBI OOHapyKHBaIOT-
cst Oonee yem y 70% mauneHTOB M MpOSIBISIOTCS B- u
T-xnerounoit numMdorneHueit, 0COOEHHO CO CTOPOHBI
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CD8+ u CD4+ cybononymsiiuii TuMGOIUTOB, Achu-
LUTOM UMMYyHOIoOynuHoB A, G u M, 4T0o nmpuUBOAUT
K DPa3BUTHIO PEIUANBUPYIOMHUX OPOHXOJETOUYHBIX H
KHIIIEYHBIX WH(EKIHIA, a TAaK)Ke XPOHUIECKUM PHUHOCH-
HycuTaM. Pexxe cpean sKCTpaHeBpaIbHBIX MPOSBICHUMN
BCTPEUAIOTCS YHJAOKPUHOIIATHH (HU3KOPOCIOCTh, THIIO-
TOHAJIM3M, WHCYJIMHHE3aBUCHUMBIM caxapHbI nuader)
[2, 7,19, 26, 27]. U3BecTHBI Takxke cayyad AT ¢ aru-
MUYHOHN KIMHUYECKOU KapTuHOU, Harpumep AT ¢ mo3m-
HUM s1e0roToM i ATM-acconimupoBaHHbIE TUCTOHUH.
[Ipu nmo3aHeM nedroTe BO3pacT Havasia 3a00IeBaHUS —
oT 10 10 32 nert, aTakcus MeHee BhIpakeHa, SIKCTPAHEB-
pajbHBIC TPOSBICHUS OOHAPYKHUBAKOTCS PEIKO, Yalle
HaOIOIAat0TCs AKCTpaNMpaMuIHble HapyiieHus. llpu
ATM-acconuupoBaHHBIX JUCTOHUSX 3200JIEBAHUE ITPO-
SIBIIICTCS Yallle B BHUJE T€HEPaIN30BaHHOW JHOO cer-
MEHTAapHOHN TUCTOHUH, TaKke onucanbl ciayuand JJODA-
YYBCTBUTEIHHOW IIEPBUKAIBHON NHWCTOHWHU, WHOTAA
C HACJIEIOBAaHUEM M0 MCEBIOIOMUHAHTHOMY Tully [17].
PaznooOpasue peHOTHUITOB ITPU HOCUTEIHCTBE MyTAITHit
B rere ATM xpaiiHe BEJIUKO, BO3MOXHO CYIIECTBOBAaHUE
AT xak 0e3 arakcuu, Tak ¥ 0e3 TEICaHIMIKTA3UM, YTO
CTaBUT BOMPOC O MEPECMOTPE HHIHEIIHETO HAMMEHOBA-
HUS 3a00JICBaHMS C TPEANMOYTHTEIBHBIM HCIIOIh30Ba-
HUEM STIOHUMUYHBIX Ha3BaHui [28].

Onmnum w3 sabopatopHbix MapkepoB AT sBisiercs
nossiieHne ypoBHsi ADII B ceiBopoTke KpoBu y 95%
MManreHToB. HecMOTpst Ha TO YTO OH TAaK)KE TIOBBIIICH U
pu Ipyrux (hopMax aTakCHil C HapyIlIeHHEeM penapanun
JHK, nmenno npu AT ero ypoBeHb MOXKET JOCTUTATh
500 ME/mn u BbIIIE, 4TO UMEET BakHOE MU depeHIu-
aJpHO-AUarHocTudeckoe 3Hauenue [10, 15, 17, 22].

Knunnueckas xkaptuna AT BcexX BBISIBICHHBIX HAMMU
MAIMeHTOB Obla MPEACTaBICHA aTUITUYHOMN «00e3IIIaB-
JIEHHOW» (POPMOI C OTCYTCTBHEM KOXKHBIX IPOSBICHHIA,
HE3HAYUTENbHBIM TOBbIIIeHHEM A®II, oTcyTcTBHEM
KIIMHUYECKUX MPHU3HaKoB nMMyHonedunura. B «more-
HETUYECKYIO» DIIOXY HAIMYUE TEICAHTHUIKTA3UN CUNUTA-
JIOCh OOJHMTaTHBIM TIPU3HAKOM W SBISUIOCH KITFOYEBBIM
KpUTEepUeM JHarHos3a, OJHAaKO C TIOSBIEHHEM COBpE-
MEHHBIX MOJIEKYISIPHO-TeHETHYECKUX METOJIOB CTaJlo
OYEBHJIHO, UTO B Psijie CiIy4aeB (OCOOCHHO IPH MO3THUX
Y aTUMHYHBIX (OopMax) JaHHBIA MPU3HAK MOXKET OTCYT-
ctBoBarh y 46% manueHToB [29]. ATUNMYHBIM TaKXkKe
SIBIIIETCSL OTCYTCTBHE NPHU3HAKOB HMMMYHOAe(pHINTA
(KMMHUYECKUX U T1a0OpaTOPHBIX) — HU OJUH MMAIUEHT
HE CTpajajl YacThIMH MH(EKIUSAMH, a HE3HAuYNTElb-
HOC CHIKCHHE ypOBHS IgA B KpOBHM OBLIO BBISBICHO
JUIIBG y ABYX MaruenToB. [Ipumepno y 22% namueHToB
¢ AT B TeueHHe >KM3HU BO3HHUKHET 3JIOKAaY€CTBECHHOE
HOBOOOpa3oBanue [30]. B Hamiem mccieqoBaHUM OTHA
MAIMeHTKAa TIepeHeca JBa OCTPhIX JMM(POOIACTHBIX
JIeiiko3a, 9TO SIBIISIETCSl HAamOoJiee XapaKTepHOW Heo-
miasueil y manuentos ¢ AT. Yposers A®II Obut mo-
BBIIIICH y BCEX IMAIMEHTOB, OJHAKO €T0 KOHIICHTpPAITHS
oObuta Hiwke (22,7 ME/Min), uem B OONBIIMHCTBE APYTHX
uccnenoanuit (50-500 ME/mui) [31]. HaubGonee Be-
POSAITHO, YTO BCE BBINIENIEPEUNCICHHBIE 0COOSHHOCTH
CBsI3aHbl C (YHKIIMOHAJIBLHOW 3HAYMMOCTHIO MYyTal[Hii
B rene ATM, 4uTo ompenensier 0CTaTOYHY0 aKTUBHOCTh
ATM-kuHa3bl M, COOTBETCTBEHHO, (peHOTHIT 3a00NeBa-
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Hus [32]. OueBHIHO, YTO MTUPOKOE BHEAPESHUE METOJOB
MPS B KIMHHMYECKYIO MpPaKTUKy OyaeT crocoOCTBO-
BaTh PACUIMPEHUIO 3HAHUH O (PEHOTUITHUECKOM CIIEKTPE
ATM-acconnnpoBaHHBIX 3200JIEBaHU.

B macrosmumii MOMEHT U3BECTHEI 5 HO30JIOIMYECKUX
dhopm AOA: AOA 1-ro tuna (rem APTX), AOA 2-ro
tuna (ren SETX), AOA 3-ro tuna (ren PIK3R5), AOA
4-ro Tuna (red PNKP) u AOA 5-ro tuma (rea XRCC1).
Hawnbonee yacroii u3 Hux siBisercss AOA 2-ro Tura, BbI-
XOIAIIasi B HEKOTOPBIX CTpaHaX Ha BTOPOE MECTO Cpeu
APA mocne 6onesnn Opuapeiixa; B Slnonun Hanbosee
yactod APA siBnsiercss AOA 1-ro tuna [33]. Caenyro-
el 1o pacrnpoCTPaHEHHOCTH, HO JIOCTAaTOYHO PEIKOH,
seisgercsas AOA 4-ro tuna; AOA 3-ro tuma u AOA 5-ro
TUNA SBJIAIOTCA KpaiiHe peAKUMHU U OTIMCAHbI B €INHUY-
HbIX ceMmbsix. HecMOTpsi Ha Ha3BaHWE JTAHHOM T'PYIIIbI
aTaKCHH, OKyJIOMOTOpHAs alpakcus, ¢ OJJHONH CTOPOHBI,
HE SBIISETCS OOJUTAaTHBIM CHMIITOMOM | B PAJIE CIy4aeB
MOYKET OTCYTCTBOBATL; C APYTON CTOPOHEI, CYLIECTBYET
pSAA aTakcuil, TTPU KOTOPBIX TOXKE MOMKET BBISBISATHCS
OKyJoMoTOpHasi ampakcusi (Oone3nr Ppuapeiixa, 6o-
ne3nb [ome u ap.) [22].

I'en APTX kapTupoBaH Ha KOpPOTKOM Tuieue 9-if xpo-
Mocombl (9g21.1), cocront u3 20 PK30HOB U KOTUPYET
0eJIOK anmpaTakCUH, KOTOPBIM SIBISETCS] YJICHOM Hajce-
MmeiicTBa ructuanHOBBIX Tpuad (HIT) u ygactsyer B pe-
napanuu J{HK [5, 22, 25]. Pons nanHOTO OeiKa 3aKIiHO-
gaeTcs B ynanennu AM® ¢ 5’-xonna menodku JITHK,
a TaKkKe BO B3aMMOJICHICTBUU C (pepMEHTAMH M3 CeMei-
ctBa JIHK-nura3 (mpenmymmectsenno 11 u IV tuma) [14].
JleOroT 3a0oneBaHus B CpellHEM HACTYIMaeT B BO3pPacTe
7 neT, OMHAKO OMHUCAaHBI ciiydan ¢ HavaiaoMm 1o 40 jeT.
st AOA 1-ro Tuna XapakTepHbl SKCTpaldpamMuaHbIC
HapyIIeHus (Xopes, aTeTo3, TPEMOp, B €IMHUYHBIX CITy-
YasX — MHOKJIOHYC), KOTHUTUBHBIC HApyIIEHHUs, aKCO-
HaJIbHO-/IEMUEIIMHU3NPYIOIIAasi CEHCOMOTOpHAs IOJIHU-
HeBponarus. [Ipu AOA 1-ro Tuna MoxeT HaOItoIaThC
noBbltieHre ypoBHs ADII, HO B MeHbIIIeH CTeneHn, yeM
npu AT (mo 10-20 ME/mi), xapakTepHO yMEHBIIIEHHE
YPOBHSI CBIBOPOTOYHOTO ajbOyMHHA M THIIEPXOJIECTEPH-
HEeMHUsI, TeHE3 KOTOPBIX /10 KOHIIa HesiceH. [Ipu Heupo-
BHU3YaJIN3alMOHHBIX UCCIEIOBaHMIX ¥ 98% manueHToB
BBISBIIAIOTCSA TIPU3HAKH aTpOQUH 4epBs W MOTyIIapuil
Mozxkeuka [5, 14, 22].

I'en SETX xaptupoBan B jnokyce 9q34.13, cocrout
u3 33 DK30HOB U KOJUpYyeT OCJIOK CeHaTakCHH. Takke
MyTallud B JIJAHHOM T'€HE MPUBOAAT K OJIHOM U3 ceMeM-
HBIX (POPM IOBEHUIBHOTO OOKOBOTO aMHOTPO(UIECKOTO
ckiepo3a (ALS4) [34]. bemok ceHaTakCWH OTHOCHT-
cs k cemeiictBy JIHK-xenukas u urpaer BaKHYyIO poib
B «pacITyThIBaHUI» R-11eTens, 00pa3yromuxcs B pe3yiib-
tare ruOpuau3aunu HexomiuieMeHntapuoit PHK c me-
neio JIHK. Tunuanenii Bo3pact nedrora AOA 2-ro tumna
cocrasisger oT 9 o 25 ner. @enorun gaHHOTO 3a00J1€-
BaHMS Takke cXok ¢ AOA 1-ro Tuma, HO KOTHUTHBHBIE
HapyIlIEeHUs IIpU HEM BCTPEUYAIOTCSl HAMHOTO pexe. 3a-
OomneBanue Ae0IOTUPYET C MIATKOCTH M HEYCTOWIMBOCTH
npu XoabOe, pexe — ¢ JU3apTPUH, TPEMOpa TOJIOBBI
u xopeoarero3a. Cpenu runepkuae3oB st AOA 2-1o
TUTIAa HanOoJIee XapaKTEePHBI ITOCTYPAIBHBIN TPEMOP To-
noBbl (14%), nucronns (13,5%), xopest 1 xopeoareTo3
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(9,5%). Hanbonee yacTo IMUCTOHUS 3aTparuBaeT PyKH
Y TYJIOBUIIIE, Y YACTH MAIIUEHTOB OTMEUYAETCSI COYeTaHUE
muctoHnu U xopeu. [loBeimenne ypoBas A®II takxke
xapaktepHo ay1 AOA 2-ro Tuma: OHO BbILIE, YEM NPU
AOA 1-ro tuna, Ho 6mm3Kko K 3HaueHussM AT u Koire-
onercs npenenax 20-100 ME/mn. 'mnoansOymuHeMus
u runepxonecrepunemMus a1 AOA 2-ro Tuma He Xapak-
TepHsl [14, 22, 25, 35].

B pycckosi3pI4HON TUTEpaType ONUCAHUS TALUEHTOB
¢ AOA HEMHOTOYHCIICHHBI: UMEKOTCSl €AUHUYHbBIC Ha-
omonenust C.A. KirolHUKOBa C COaBT. (2 MalUEHTKHU U3
omnHoi cembl ¢ AOA 2-ro tuma) u I.E. Pynenckoii ¢ co-
aBT. (1o oqHoMYy nanueHty ¢ AOA 1-ro u 2-ro Tumos) [5,
36]. Kpome Toro, Pynenckoii I.E. u coaBt. Obun omnmca-
Hel 3 nanuenta ¢ AOA 4-ro Tumna u3 1Byx OelopyCCKUX
cemei [37]. Kmuanueckne ciiyqanm AOA, ommcaHHBIC
HaMH, XapaKTepU3yloTcs TUINHYHOM Ui JaHHBIX 3a-
OoneBaHUN KIMHUYCCKOW W HEHPOBHU3YaTHU3aIIMOHHOMN
KapTUHOH, 1TaO0paTOpPHBIMU MapKepamH, YTO YIpPOIIAeT
JMUArHOCTHYECKUN TIOMCK W TIO3BOJIAET TPEATIOIIOKUTH
JIMar"o3 o nposeaeHus MPS.

Hecmotps Ha 10BOIBEHO CBOEOOpa3HBIE U IPKUE KITH-
HUYECKHE TPOSIBICHUS, TOUYHAs TUarHOCTHKA aTaKCUi
¢ HapymenueM penaparnuu JJHK MoxeT ObITh BEI30BOM
JUIsl Bpaueil-HEBPOJIOTOB M KIMHUYECKUX T€HETHKOB.
OO0mue npuHIUIbl AU(GPEepEeHITHaTbHON TUATHOCTHKH
pa3nuuHbIX (OpM aTakcHMil AaHHOW TIPYIIBI MOAPOOHO
MpeICTaBJICHbl B COOTBETCTBYIONIMX ITyOmuKanusx [ 1, 3,
5-7,22,25, 38].

3akirouenue. B poccuiickux ceMbsiX aTakCHH C Ha-
pywenueMm penapauueit JJHK sBusitoTcss mocraTtodHo
pacripocTpaHeHHON rpymnmoi 3aboneBanmii  (14,5%)
cpemu Bcex 0ombpHBIX ¢ APA n nipencraBiensr AT, AOA
1-ro u 2-ro TumnoB. ITarueHTHl ¢ coueTaHuEeM aTaKCHH,
[1a30[[BUTATEIFHBIX ~ HApYIISHHWH, TOJIUHEBPOIIATHI
M OKCTparipaMHUIHBIX PACCTPONUCTB TOJIKHBI OBITh TIIA-
TENBHO 00CJEIOBAHbI, B TOM YHUCIIE C OIpEIeIIEHUEM
cnenuduueckux OMOXMMHYECKUX rokasateneii (ADII,
AMMYHOTJIOOYJIMHBI, allbOyMHH W XOJIECTEPUH KPOBH).
VY4uuThIBas 3HAUNTEIBHOE MEPEKPBITHE (HEHOTHIIOB, Ha-
JUYYe aTUIMUYHBIX (GOpM MU OONBIIHE pa3Mepbl TeHOB,
MetogoM BbiOOpa it JIHK-muarnoctuku siBisieTcs
ucnoip3oBaHue TtexHonorud MPS. IlpaBwibHas mo-
CTaHOBKA JHMarHo3a II03BOJIUT OMNPEIENUTh IPOTHO3
3a00eBaHMsl, JAaCT BO3MOYKHOCTH IPOBOIUTH MEIUKO-
TEHETHYECKOEe KOHCYIBTHPOBAaHKE, a TaKkke OyIeT cIo-
COOCTBOBaTh paHHEMY BBISBIEHUIO COITyTCTBYIOIINX
COCTOSTHMIA (B TOM YHCJIe OHKOJIOTHYECKUX U MH(EKIHU-
OHHBIX) W T€M CaMbIM YIy4IlIaTh MPOTHO3 M KadueCTBO
JKU3HU JIaHHBIX MTallUEHTOB.

Konduukt unrepecoB. ABTOpHI 3asBISAIOT 00 OT-
CYTCTBUH KOH(IINKTAa HHTEPECOB.

®duHaHcupoBaHme. VccnenoBanue BBIIOIHEHO MTPU
(unancoBoi mommepkke PODU B pamkax HAydHOTO
npoekra Ne 19-015-00171.
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CJIYYAHU NTPOI'PECCHUPYIOIEN OCCUOPUIIUPYIOIEN
®UBPOJNUCIIIAZAN B COUETAHUHU C PA3SPBIBOM IHEPEBPAJIBHOM
APTEPUAJIbBHON AHEBPU3MbI U THITEPIIAPATUPEO30M

Hlynewosa H.B.Y, Hanuenxo H.HU ?, ITanesax M.B.2

'®I'BOY BO «Ilepssrit Cankr-IlerepOyprekuii rocyapcTBeHHbIN MEAUIMHCKUI yHUBepeuTeT uM. akai. MLI1. [TaBnoBa»
Mumnsnpasa Poccun, Cankr-IlerepOypr, Poccns

2CI16 I'BY3 «I'opozckast muoronpoduisHas 6omsauia Ne2y, Caukr-IletepOypr, Poccus

SOI'BOY BO «Cankr-IletepOyprekuii rocynapCTBeHHbIH MEANATPHUCCKUI MEIUITMHCKHUI yHUBEpCUTET» MuH3npasa Poccun,
Canxr-IlerepOypr, Poccus

Ilpusooumcsi pedkoe Kiunudeckoe Habmooenue 24-1emmuetl nayuenmru ¢ KIUHUYECKUMU U PAOUOTIO2UYECKUMU NPO-
AGNEHUAMU npocpeccupyroujeli occuuyupyrowen Guopooucniasuu, KOmopds co4emandcs ¢ paspbl6OM Meuomua-
MOU aHe8pU3Mbl 20106H020 MO32a U eunepnapamupeo3om. OcoOeHHOCMbI0 OAHHO20 CAYYAs ABUIACL COYeMANHAs
namonozusi YepeopaIbHbIX CoCy008 ¢ npocpeccupyrouieli occuguyupyrowei uopooucniasuell, nepevie nposiéieHus
KOMOPOU 803HUKIU NOCTIe GHYMPUHEPENHOU 2eMoppazuil ¢ pA38Uumuem maicenoco 08UeamenbHO20 He8POI0SULECKO20
Ooepuyuma, ¥mo conpogoHCOAIOCh CYCMAGHbIM U BbIPANCCHHBIM CHACMUYECKUM CUHOPOMAMU, 2PYObIMU MbIULEYHO-
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BBenenue. IIporpeccupyromasi occuUIUPYIOMIAs
(ubpoaucIIIaZus — 3TO METaIIaCTUYECKUH TpoIiece,
IIPH KOTOPOM TIPOMCXOAUT OOBI3BECTBIICHNUE, a B ITOCIIEe-
JYIOIIEM U ICTUHHOE OKOCTEHEHHE COEIMHUTEIIbHOTKAH-
HBIX NIPOCIJIOEK B TOJIIIE MBI, (haciuii, aoHEeBPO30B,
cyxokmmmid. IIporpeccupyromas  occuduumpyromias
¢udponucmnazus (I10D) nmeer Heckonbko Gopm: Tpas-
MaTHYECKAN 0CCU(DUITUPYIOIINNA MHO3UT; TIPOTPECCHPY-
foumid occuUIUPYONMA MUO3HT; TPO(POHEBPOTHYE-
ckuit occuurupyrommii Muosnr [1, 2].

[NIOD (crapoe Ha3BaHuet — occuPUIUPYIOLIHIA
MHO3UT) — PEIKOe TEHETHYECKH OOYCIIOBICHHOE 3a-
OoneBaHue, MPU KOTOPOM OKOCTEHEHHE B MBIIIIAX Ha-
YIHAETCS CIOHTAHHO W HETpeICKa3yeMo U C BO3PACTOM
OXBaTBIBACT MPAKTHMYECKH BCE TPYMIIBI MBIIIIL, TPEBpa-
Iast YacTH MBI B KOcTH. VcXos Beeraa erajeH: mo-
Clle OKOCTCHEHHsI TPYIHBIX M [IOTAaTeIbHBIX MBI I1a-
[MEHTHI TOTHOAIOT OT TITyOOKOH ONBIIIKH, TIEPEXOASIIEH
B ac(UKCHUIO, U (DU3NYECKOTO MCTOLICHUS M3-3a HEBO3-
MOKHOCTH NTpUHUMATH nuiny [3]. PactpocTpaneHHOCTH
[TO® cocrapnsier 1 Ha 2 MIIH YEIIOBEK.

[TepBoe ymomuHanue 06 3ToM 3a00I€BAaHIH OTHOCHUT-
cs k 1648 1., xorna BriepBbie Patin onmcan «okocTeHeB-
TyI0» TAIUEHTKY. 3a00JIeBaHIe BRI3BAHO TATOTCHHBIMHU
m3meHeHusMu B rene ACVR1 u xapakrepusyercs rere-
pPOTONHUECKON occuUKanreil MITKUX TKaHeH HaunHast
cO BTOpOro AecatwieTus xu3Hu. [Ipeamnonaraercs, 4ro
9TOT T€H OTBETCTBEHEH 3a THUIEPIPOLYKIHI0 MOpQo-
reHHoro Oenka koctu (bone morphogenetic protein-4)
B KIETKaX OCCHU(PHUKATOB W JUM(PATUICCKUX KIIETKaX
OompHOTO [4—6]. Paznmuaror 3 cTammu pa3BUTHSA OKO-
creHenus. [lepBast ctanusi MHQUIBTpaMn — paspac-
TaHWE MOJIOJION JIereHepaTUBHONW TKaHW W BTOPUYHBIE
JleTeHEepaTHUBHbIC U3MEHEHHsI B MbIIIIaX. PeHTreHomno-
TUYECKH 3TH M3MEHEHHUS HE OIPEIeNIIoTCs, a MOpPJo-
JIOTHYECKOE 00CIIeIOBAaHNUE BBISBISICT BOCIATUTEIbHbIC
M3MEHEHHS] B MEKMBIIIEUHOW COSIMHUTEILHON TKAaHU
C ee OTeKOM, KPYITIOKJIETOYHOW HHUIIbTpaIUEei U TOsB-
JICHNEeM KHCTOMIOJOO0HBIX 00pa3oBaHnii. Bropas cramus
¢uOpo3HON MHAYpAlMH COCTUHUTEILHON TKaHW — ee
pyOlieBaHrEe ¢ BTOPUYHOW arpoduell MBIIIEYHOW TKa-
HU. PeHTreHomornueckn oOHAPYKUBAIOTCS «HEKHBIE»
TEHH TUIAa KOCTHOM Mo3omu. TpeTes cTaausi oKocTe-
HeHHMsT — 00pa30BaHHE KOCTHOH TKaHH B MecTax Io-
pakeHUsI MSATKUX TKaHEH, YTO OTYETIIMBO MPOSBIIIETCS
Ha pEHTreHOrpaMMax HHTCHCUBHBIMH TeHsIMU. Cliemyer
3aMEeTHTh, YTO BCE CTAIMH MOTYT OIMPEIENTATHCS OTHO-
BpPEMEHHO B pa3HbIX oTAenax ckenera. [latomopdonoru-
YyecKkas KapTHHa CBUIETENBCTBYET, YTO 110 CBOEMY CTPO-
SHHIO BHOBb 00pa30BaHHAsA KOCTh HUYEM HE OTINYAeTCs
OT HOpPMaJIbHOH. OYarn KOCTHOH TKaHW ITOCTEIICHHO
YBEJIMUUBAIOTCS, CIIMBAIOTCS MEXIY cOOOW, MpUHUMAs
BETBUCTYI0 (OPMY C T'yO4YaThIM BEIIECTBOM B TIIyOWHE
U KOMITAaKTHBIM — B TOBEPXHOCTHBIX OTJeNaxX KOCTH.
B Oomnee crappix KOCTHBIX 00pa30BaHUSIX Cpeau Oajok
MOSIBIISIETCS] KOCTHBIN MO3T. OKOCTEHEHHE B MBILIIIAX Ha-
YHHAETCS CTIOHTAHHO M C BO3PACTOM OXBAaThIBAeT MpaK-
TAYECKU BCE TPYIIBI MBIIII, IIPEBpaIias Y4aCTH MBbIIII]
B KocTH [7, 8].

[peacraBiasiem Hame HaOawogeHue. [lanuenrka,
24 rona, mocTymuiIa B oTAeIeHHe HeBpooruu B 2019 1.
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¢ ’kaso0aMu Ha OrpaHUYeHHUE ABMKEHUH 1 00U B CycTa-
Bax JICBOM PyKH U 00€HMX HOT; BEIHYKAECHHOE Cru0arTesib-
HOE TIOJIOKEHHE JIEBOW PYKH B JIOKTEBOM M JIyde3arscT-
HOM CYCTaBax, CrUOaHNE ¥ OTBEICHHE B Ta300€APEHHBIX
cycTaBax (I03a «JISATYIIKW»); BbIpaKeHHbIE 0OJH B Cy-
CTaBax MpPH JBHXKEHHUAX, OCOOCHHO ITACCHBHBIX; ITOBBI-
meHue Maccel Tena Ha 10 xr 3a mociienaue 6—12 mec.;
HapyUICHUS! MEHCTPYaJbHOIO IMKJA, MEPHOIUYECKUE
MYJILCUPYIOLIHE TOJIOBHBIC OOJIH B 3aTHIJIOYHON 00JIacTH
BBICOKOM HHTEHCUBHOCTH.

Anamues acusnu u 3abonesanus. llaunentka poau-
Jach OT NEpBOM OEPEMEHHOCTH IIyTEM €CTECTBEHHOTO
polopaspeleHus, pocia U pa3BUBAJIACh HOPMAJIBHO.
HacnencrBennocts He orsaromena. C 16-neTHero Bo3-
pacta OoTMEYaeT MEpUOAMYECKHUE WHTEHCHBHBIC MYJb-
CHPYIOIINE TOJOBHBIC OO (POIUTEISIM HE cooOImara,
K Bpauy He oOpamainack). 22.01.2017 r. BHe3anHo yTpa-
TWIA CO3HAaHWE, Pa3BUJIMCh KOMa, CYIOPOXKHBIH CHH-
apoM. locmuranusupoBaHa B CTalMOHAp, TAE AMAr-
HOCTHpPOBaHA MemloT4yarasi aHeBpusMa M3-cermeHra
npaBoii cpegHelt Mo3rosoii aprepun (CMA) ¢ pa3pbiBoM
1 hOpMHUPOBAHUEM CyOapaxHOUIATHLHO-TTAPEHXUMATO3-
HO-BEHTPHKYJSIPHOIO KPOBOM3NHUSHUS. B 3kcTpeHHOM
MOPSIZIKE BHIMOJIHEHA KOCTHO-TIIACTUYECKas TPeTaHaIus
yepena (KIITY), Mukpoxupyprudeckoe KIUIHPOBAaHHE
pa3opBaBIIelics MEIIOTYaTON aHeBpU3MBI ITpaBoil CMA.

B HeBponorumueckom craryce BBISBISUIUCH: JIEBO-
CTOPOHHSSI IIEHTpaIbHAs TEMHUIUIETHS, JIEBOCTOPOHHSISA
TEeMUTUIIECTE3HS, JIEBOCTOPOHHSISI TOMOHUMHAs TeMHa-
HOTICHSI, TITYOOKWH Tape3 B NMpaBoW HMKHEH KOHEYHO-
CTH, MEJIKOPa3MaIINCTBII HU3KOAMIUIUTYIHBIN HUCTAIM,
SPKUE CUMIITOMBI OpPajJbHOTO aBTOMATH3Ma, BBIPAKEH-
HBIH CycTaBHOH CHHIAPOM (00N B CycTaBax JIEBOU PyKH,
Ta300e/peHHBIX CYCTaBax, MEHbIIE — B 0OOMX KOJICH-
HBIX), HapylIeHne QyHKIUN Ta30BBIX OPraHOB IO IIECH-
TpasibHOMy THUMy. IIpoBommnuce peadbuIUTAMOHHBIE
MEpOIPUATHUS, B TOM YHCJIE MHBEKIHUU OOTYIOTOKCHHA
THUINA A B JICBYIO BEpPXHIOIO KOHEYHOCTb [ yMEHBIIICHHUS
€e CIMAaCTUYHOCTH C TOJIOKHUTENbHBIM 3G (HEKTOM B BHIIE
YMEHBIIIEHHs TOHyCa B JIEBBIX KOHEUHOCTAX. Yepe3 He-
JeJII0 [oCiIe NapeHXMMAaTO3HO-Cy0apaxHOUJaJIbHO-BeH-
TPHUKYJSPHOTO KPOBOM3IUSHHS Pa3BUIICS SIUICHITHYC-
CKUIl CHHIPOM B BHJE I'€HEpPAJIN30BAHHBIX IPUCTYIIOB
C TOHHUKO-KJIOHWYECKHECKUMHU cynoporamu. Haznaue-
Ha NPOTHBO3NMWICITHYECKAs] TEPalMs: JEBETHUpaLeTaM
1000 mr 2 pasza B JaeHb, Bajmbpnpoesas kuciora 500 mr
1 pa3 yrpom. Ha oHe Tepanmu cyqopOKHBIA CHHAPOM
perpeccupoBai (MocieIHU TeHepalIn30BaHHbIA Cyl0-
POXHBIN TTpumagok B okTs0pe 2018 1.). Uepes 2 mec.
C SIBJICHUSIMU (DOPMHPYIOIIUXCS MBIIIEUHO-CYCTaBHBIX
KOHTPAKTYpP KPYIHBIX CyCTaBOB IIalIMEHTKA ObLia mepe-
BE/ICHA B OT/ICJICHUE PeaOMIIUTaLNH, TAe HaX0IWIaCh Ha
JiedeHnd B TeueHne 2 mec. Ha done 3ansiTuii eueoHoi
TUMHACTUKOH OTMEUalOCh BBIPAKEHHOE yCHIIeHHE 00-
JIEBOTO CHHIPOMA; MPUIYXJIOCTh M TMOKPACHEHUE Ta30-
OeIpEHHBIX CYCTaBOB, YTO Ja)Ke 3aTPYIHSUIO aKT Mode-
HCITyCKaHUS; MIOBEIICHUE TeMIepaTypsl Tena 10 38 °C.
B xpoBu BBISIBIICHO NOBBIICHHE YPOBHS C-pEeakTHBHOTO
oenka (CPB) mo 5 mr/im.

[locne BBIMUCKM M3 CTallMOHApa COCTOSHUE Ial-
EHTKH TOCTETNICHHO CTaOWIM3HPOBAJIOCH; TOSBUIINCH
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JIETKUE JIBUKEHUS B TAPETUYHBIX KOHEYHOCTSIX, OTHAKO
HIKHHE KOHEYHOCTH TpruoOpenu Oosee BBIPaXKEHHYIO
no3y (JeKcuu U aOIyKuuu Oeziep; MEepHOIUUECKU TPU
MaJbIIalliu MPaBoOro Oepa B HEM BO3HUKAIO OHEMEHHUE
U TIOKaJIbIBaHUE.

B anpene 2018 r. npoBOAMIOCH CTALlMOHAPHOE Je-
YeHHUe B HEBpOJorndeckoM otaenenuu. [Ipu nocrymie-
HUUW BBISBISUTICH YMEPEHHBI KOTHUTHUBHBIN JeUITUT
(runomHe3ust), MeJIKOpa3MalIUCTBIi TOPU30OHTANBHBII
HHCTAarMm IpH B3IJIsI/Ie B 00€ CTOPOHBI, JIEBOCTOPOHHSIS
TOMOHUMHAsl T€MHAHOIICHS, CJIa00CTh KOHBEPTEHIINU
IJIa3HBIX SOJIOK, IEHTPATHHBINA MTape3 MUMHYECKOH My-
CKyJIaTyphl ClieBa, JIEBHAllMS S3bIKA BIJIEBO; CHMIITOM
Mapunecky—PanoBuuu ¢ OBYyX CTOPOH; THHOTPO(USL
MBI JIEBOM KHUCTH; TMOBBILICHHE MBIIIEYHOTO TO-
HycCa B JIEBBIX KOHEYHOCTSAX MO MHPAMUIHOMY THITY,
cru0areibHble KOHTPAKTYPhl B JICBBIX JIOKTEBOM U
Tyde3arsICTHOM CycTaBaX (TTacCHBHBIC MBIKCHHS 00-
JIE3HEHHBI), BBIHY)K/IEHHOE IIOJIOKEHUE Tejla B T03€
WIATYIIKM» W3-32 KOHTPAKTYyp B Ta300eIpEeHHBIX U
KOJICHHBIX CYCTaBaX, a TaK)Ke JIEBOM TOJICHOCTOITHOM
cyctaBe. bbuii BO3MOKHBI TOJBKO JIETKHUE IBIKEHUS B
JICBOM IIJICYEBOM CyCTaBe (cujia CHIbKeHa 10 2—3 Oai-
70B); mpuBeAcHue Oenep (cmeBa — 1 6amr, cipaBa — 2
Oaina), pasrubanue roneHed (1-2 Oaina); IBUKCHUS
B JICBOW CTONE BO3MOXKHBI TOJILKO BHYTPbH; JBHKE-
HUSl B MPaBOH cTOme coxpaHeHbl. [nyOokue peduiiek-
CBI C BEPXHUX KOHEYHOCTEH OJKMBIICHBI, BBIIIE CIIEBA;
pedaexcel ¢ HMKHUX KOHEYHOCTEH TaKKEe OXKUBJICHBI,
BBIIIIE CIIpaBa; MaTOJIOTMYECKUEe KUcTeBble 3Haku Poc-
conmuMo—BeHnsepoBnya W TMATOJIOTHYECKHUE CTOITHBIE
3Haku babuHCKOrO € ABYX cTOpOoH. Takxke umenach
TUTIECTE3Hs 110 HAPY)KHOW MOBEPXHOCTH Oefpa ciera;
HapylIeHNEe MBIIIEYHO-CYCTaBHOW YYBCTBHTEIHHOCTH
B JIEBBIX KOHEYHOCTSIX JI0 JJOKTEBOTO CyCTaBa B PyKe U
rojJeHoCcTonHOoro B Hore. MyHKIMS Ta30BBIX OPraHOB
HapyIllleHa 10 eHTPAITbHOMY THITY.

[lo nmanHbIM peHTreHorpaduu KOCTEeH Tasza, Taso-
OEPEeHHBIX W KOJICHHBIX CYCTaBOB BBISBJICHBI BhIpa-
JKCHHBIH OCTEONOpO3; He3HauuTeNbHas aedopmanms
TOJIOBKH JIEBOW OCIPEHHON KOCTH W €€ KHCTOBHTHAS
MEPECTPOIKa; BBIPAKEHHOE OOBI3BECTBICHHE YETHIPEX-
IJIaBOW MBIIIIIEI Oe/pa, 3aupaTeIbHbIX MBIIII ¢ 2 CTO-
POH, a TaK)Ke JIBYCTOPOHHHUE KOHCOJIUIMPOBAaHHBIE ITEpe-
JIOMBI JIOHHBIX KocTel. OTMedascs mapaapTHKyIIsSpHBIT
occupuKar B TOIKOJICHHOM SIMKE CIpaBa pa3MepaMu
3,0 x 1,0 cm.

Ha pentreHorpammax Iuie4eBbIX CYyCTaBOB KOCTHO-
TPaBMAaTHYECKNX M AECTPYKTUBHBIX N3MEHEHN HE BBI-
siBrieHo. Ha peHTreHorpaMme JIeBOr0 roJI€HOCTOITHOIO
CyCTaBa B aTUMHMYHON TPOEKITNH (BBIHYXIEHHOE TI0JIO-
KEHUE) TPYOBIX KOCTHO-TPABMATHUECKUX H3MEHEHHH
HE BBISIBIICHO, OHAKO OMPEIEISICS BBIPAKCHHBIHN ITSIT-
HHUCTBIN 0CTEONOPO3.

ITo mamaeiM D3I ot ampens 2018 1. BEISBICHO
Halluuue HNWIenTU(GOPMHON aKTUBHOCTH B BUJE
perucTpanuyu YacThIX BCIBIIIEK, B COCTaBE€ KOTO-
PBIX UMEIOTCS TMOJNH(a3HbIe KOMIUIEKCHI U KOMILICK-
Chl «OCTpas—MeJIeHHas BOJHA», PETHCTPHUpPYyEMBbIE
B IPaBbIX I[EHTPATbHO-IIOOHO-TEMEHHO-BUCOYHBIX
OTBECHUSX.

CLINICAL RESEARCHES AND CASE REPORTS

Ha ¢one mpoBoguMoro MeanKaMeHTO3HOTO Jieue-
Husl, ¢usnorepanuu, 3aHatuil JIOK orMedanach mo-
JIOXKUTETbHAsT TMHAMHUKA B BUJE YMEHBIIEHHs TOHYycCa
B JIEBBIX KOHEYHOCTSIX, YBEITUUCHHUS aMILTUTY/IbI IBUKE-
HUHN B KOJIEHHBIX M Ta300€IPEHHBIX CyCTaBax HIDKHUX
KOHEYHOCTEH.

B ¢erpane 2019 1. npy MOBTOPHOM HOCTYILICHUH
B CTallMOHAD BBISABISIIACH KIIMHUYECKAsl KapTHUHA, TIPEJI-
CTaBJIEHHAs! TOPU30HTAIBHBIM MEJIKOAMIUTUTYIHBIM HHU-
CTarMoM TIpH B3TIsiZie B 00€ CTOPOHBI, TIIYOOKHM II€H-
TpaJbHBIM TeTpanape3oM ¢ GOPMUPOBAHUEM TSKEIBIX
KOHTPaKTyp Ta300eApeHHBIX, KOJEHHBIX, TOJEHOCTOII-
HBIX, TUIEYEBBIX M MPABOTO Jy4e3arsiCTHOTO CYCTaBOB;
THIeCTE3Nel TI0 HapyKHOU TOBEPXHOCTH Oefpa CIieBa;
YMEPEHHBIM KOTHUTHBHBIM JE(QHINTOM; JIEBOCTOPOH-
Hell TOMOHUMHOM TeMHaHOIICHEH; HapyIIeHHeM (QyHK-
UM TA30BBIX OPTraHOB 1O IEHTPATLHOMY THILY.

[lo maHHBIM peHTreHorpaduu Ta300eAPEHHBIX CY-
CTaBOB W MBILIL Oe/iep BBISIBICHBI BBIPAYKCHHBIC SIBJIE-
HUS TIPOTPECCUPYIONIEH occuduInpyromei Gudpommc-
IUIa3UU B BUJIEC OOBI3BECTBICHUS MPHUBOMASIICH TPYIIIBI
MBIIII], MEHEE BBIPAKECHHBIE MapaapTUKYJSIPHBIE OCCH-
¢uKatel 10 BepxHel nmoBepxHoctu Oenpa (puc. 1).

Taxoxe marmentke BoimonHeHbl 9XO-KI, Y3U op-
raHoB manoro Taza, JODI, peHTreHorpadus opraHor
TPYAHOM KJIETKH W 4Yeperia, IMPU 3TOM MaTOJIOTHYECKHX
u3MeHeHu He BbiABIEHO. [lo manupiM OMI' npu mpo-
BEJICHUN CTHMYJSIIMOHHBIX NMPOO HEBPAJIbHBIE OTBETHI
¢ nn. cutaneus lateralis femoralis He 3apeructTpupoBaHbl
¢ 00enx CTOpOH.

[lo maGoparopHBIM JaHHBIM OTMEYEHO IIOHH-
KeHue ypoBHS BuUTampuHa D nmo 8,81 Hr/mu (HOpMa
30-100 ur/mm), nporpombuna no 47,7% (nopma 80—

Puc. 1. PentreHorpaMmsl Ta300eqpeHHBIX cycTaBoB. Ompere-
JsieTcsl OOBI3BECTBIICHHE TPHBOISAIICH TPYIIBI MBI, MEHee
BBIPAXXEHHbIE MapaapTHKYISPHbIE OCCU(UKATHI 10 BEpXHEH I10-
BEPXHOCTH Oezipa

Fig. 1. Radiographs of the hip joints. Calcification of the adductor
muscle group is determined, paraarticular ossificates on the upper
thigh surface is less pronounced
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130%) B KpOBH; CHM)KEHHE YPOBHS KaJbI[US B MoOde
no 1,2 mmomne/n (HopMa 2,5—7,5 MMOJB/JT) ¥ TIOBBIIIIE-
HHUE TIapaTropMoOHa B CBIBOPOTKE KpoBH 10 70,56 mr/mi
(mopma 15-65 nir/mi). JlaHHBIX 32 TTATOJIOTHIO THITO(DU-
3apHOil (DYHKIMH HE BBISBICHO (IIPOJIAKTHH, KOPTH3OIL,
JIT, ®CI" B HOpM™MeE). [1arenTka KOHCYIBTHPOBAaHA SHIIO-
KPHHOJIOTOM, PEKOMEH/IOBAaHO JOOABUTh K TEPAHUU BH-
TaMuH D u xanpuuil. [eHeTHueckoe uccieagoBaHue st
WCKITIOYEHUS TEHETUYECKU JICTEPMUHUPOBAHHOTO OCCH-
(UIUPYTOIIEro MHO3UTA TIPOBECTH HE YIaTI0Ch.

Ha ocHoBanuu 00CIeI0BaHMI U KIMHUYECKOW Kap-
THHBI YCTaHOBJEH nuarno3: «lIporpeccupytomas occn-
¢unmpyromas ¢udbpoaucruiazusi. CocTostHUE MOCTE Cy-
OapaxHOUIATBHO-TTAPEHXUMATO3HO-BEHTPUKYIISIPHOTO
KPOBOMBIIUSIHHS B pe3yJibTaTe pas3pbiBa apTepUalbHON
aHeBpU3MEI ipaBoit CMAY.

Uepes 2 mec, B anpene 2019 r. manueHTka rocuuTa-
JTU3MPOBaHa B OT/IEIICHNE TPABMATOJIOTUH M OPTOTICINH,
rae elf Obula BBHIMOJHEHA ONEpalysl — apTpojiu3, yaa-
JIEHHE TeTePOTONNYECKUX OCCHU(UKATOB MPABOTO Ta30-
OenpeHHoro cycTaBa (puc. 2) ¢ MOCICIYOIIUM TOTalb-
HBIM 3HIOTPOTE3MPOBAHUEM TPABOTO Ta300eAPEHHOTO
cycTasa. B HacTOsIIMII MOMEHT ITPOOIKACTCS TMHAMU-
Yyeckoe HalmrofeHume.
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3axiouenne. OcOOEHHOCTBIO OMMCAHHOTO Ciydast
SBHUJIACh COYETaHHAs TAaTOJOTHS IepeOpaibHBIX COCY-
JIOB B BHJIE pa3pblBa MEIIOTYATON aHEBPU3MBI MPaBOI
CMA c [1O® neTpaBMaTHUECKOW MPUPOJIBI U TUTIEPIIA-
paTupeo3oM y MoJIoJoH nanueHTKd. OnucaHus ciryyaeB
¢ TIOI00OHBIM COYETAHMEM ITaTOJIOTHIH CO CTOPOHBI MbI-
IIEYHO-CYCTaBHOM, COCYAUCTON ¥ SHAOKPUHHON CHCTEM
B JIUTEpaType Mbl HEe BCTpeTHIu. llepBbie mposiBIeHUs
[NOD mnosiBunMCh y OOJBHOM IMOCHE BHYTPUUEPEITHON
reMOpparuy ¢ pazBUTHEM TIpyOOro JIBUTAaTENLHOTO He-
BPOJIOTHYECKOTO e(UINTA, YTO COMPOBOXKIAIOCH BbI-
paK€HHBIM CYCTaBHBIM U CIIACTUYECKUM CHHIPOMAaMHU
C PasBUTHEM MBILIEYHO-CYCTaBHBIX KOHTpakKTyp. Jlabo-
paropHble pu3HaKy AeuuuTa BUTaMuHa D u rumepra-
patupeo3a ObLIN BBISBICHBI 3HAYUTENILHO MO3ke. [lomu-
MO J1a0OpaTOPHBIX U3MECHEHHH YPOBHS MapaTrOPMOHA,
y TALUEHTKU HMEIUCh M PEHTICHOJOTMYECKHE IPH-
3HaKM THUIeprapaTupeo3a: BBIPAKEHHBIH OCTEONopo3
KOCTEW CKeJleTa, KUCTOBUJIHAS TepecTporKa TOJIOBOK
TpyOuUaTbIX KOCTEH, KOHCOIUIMPOBAHHBIC TIEPEIOMBI
KOCTe# Ta3a. Pa3BuTHIO OCCH(pUKAIIMKA MBIIICYHON TKa-
HU [IPEAIIECTBOBA BbIPAKECHHBIM CYCTaBHON CUHAPOM
¢ noBeimenueM ypoBHst CPb. Cuuraercs, uyto occudu-
LHUPYIOIIUNA MHO3UT PE3KO MPOTpeccHpyeT Mocie Mpo-

Puc. 2. A. T'ucromorudeckuii npemnapar occu(pUINPOBAHHON
MbIIIBl.  Onpenensoress (GparMeHThl IIACTHHYATOH KOCTHOM
TKaHU C TpUJIeKAIIeH TOMepevHO-TI0I0CaTON MBIIIEYHOW TKaHH
C KPYIHBIMHU oYaramu ckieposa. OKkpacka reMaTOKCHINH-303KH.
VB. x20

Fig. 2. A. Tissue specimen of ossified muscle. Fragments of
lamellar bone tissue with adjacent striated muscle tissue with
large foci of sclerosis are determined. Hematoxylin-eosin
staining. Enlargement: x20

Puc. 2. B. Occudukars! MpiedHol Tkanu. OKpacka reMaToKCH-
TUH-303uH. Onpenensiercst KaabIUpUKAIKs MOTepeIHO-TI0I0ca-
TBIX MUOLUTOB. ¥B. X100

Fig. 2. B. Muscle tissue ossificates. Hematoxylin-eosin staining.
Calcification of transversely striated myocytesis determined.
Enlargement: x100

Puc. 2. C. Mbimeynas Tkanb. HaOnrogaeTcst pa3pexeHue Mbl-
IICYHBIX BOJIOKOH, Pa3/ICICHHBIX YTOJIIEHHBIMH (hPUOPO3HBIMU
IpoCIoiKaMy, U 04aroBast KanblupuKanus NonepedHo-1osa0ca-
THIX MUOLMTOB. OKpacka reMaroOKCHINH-3031H. YB. X100

Fig. 2. C. Muscular tissue. There is a depression of muscle fibers
separated by thickened fibrous layers and focal calcification of
transversely striated myocytes. Hematoxylin-eosin staining.
Enlargement: x100



RUSSIAN NEUROLOGICAL JOURNAL, N¢ 2, 2020
DOI10.30629/2658-7947-2020-25-2-37-41

BEJICHUS PA3ITUIHBIX, B TOM YUCJIC XUPYPTHUCCKUX, BME-
[aTeNbCTB, OAHAKO B HAIlleM HAOIIOJICHWU COCTOSHUE
MAIMEHTKA TOCTE ITUTAHOBOTO TPAaBMATOJIOTUYECKOTO
XUPYPrHYECKOTO BMEIIATEIhCTBA OCTABAIOCH CTaOUIIb-
HBIM, JIa’)K€ C HEKOTOPOU IMOJOKUTEIbHON JTUHAMHUKOM.
[lo Hamemy MHEHUWIO, TP OOHAPYKEHUHU Y TIAIEHTa
npuzHakoB [1O® wnm mporpeccupyromero occuduim-
PYIOLIEr0 MHO3UTA CIEAYET MPOBOAUTH TOMOJHUTENb-
HOE HCCJICJIOBAHUE COCTOSIHUS 1IepeOpabHBIX apTepuit
1 MapalMTOBUIHBIX XKeJe3 JJIs1 UCKIIIOYEHUS! aHOMaIUI
UX Pa3BUTHUS, OHKOJOTUYECKHUX MPOIECCOB U HApyIIle-
HHW KaJbIIMEBOTO OOMEHa (THIa THIEpIIapaTHpe03a)
u oOMeHa ButamuHa D.

Konduukt untepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBUH KOH(IINKTa HHTEPECOB.

duHaHcupoBaHue. lccieoBanye HE UMEIO CIIOH-
COPCKOM MOIEPIKKH.
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An observation of a 52-year-old patient with tunnel neuropathy (TN) of the median nerve with a positive effect achieved
from the use of the anticholinesterase preparation ipidacrinum, is presented. In the observation, a decrease in the
severity of neuropathic pain syndrome, an improvement in neurophysiological parameters and emotional state are
noted after 4 weeks of treatment. Possible mechanisms of the effects of ipidacrinum application in TN are discussed.
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Beenenue. Tynnensusie Hesponaruu (TH), mo nan-
HBIM Pa3JINYHBIX aBTOPOB, cOCTaBIAIOT 10 30—40% cpe-
v 3a0orneBaHuil mepudepuIecKoil HEPBHONW CHCTEMBI
[1-4]. IIpu pa3nu4IHBIX BPOKISHHBIX W IIPHOOPETEH-
HBIX U3MEHEHHAX MPOUCXOIUT Cy)KeHUE TYHHEIs U BO3-
HUKAeT HEPBHO-KaHAJIBHBIA KOH(MIMKT C pa3BUTHEM
0UYaroBO# JeMHETWHU3AINHA HAa JaHHOM ydacTke [5—7].
[Ipu BeneHNM MAIMEHTOB PEKOMEHIYETCS MPUMEHEHUE
MUHUMAaJIHOTO KOJIMYECTBA MPENaparoB C HECKOJIbKHU-
MU MEXaHW3MaMH JIEWCTBHUS M MPOCThIC aMOyIIaTOpHBIE
cxembl [8—13]. OOcyxmaercs IpUMEHEHHE aHTUXOJIMH-
actepasHbeix mpemnaparoB (AXOJII), koTopeie cTUMYIH-
PYIOT pereHepaToOpHbIi CIPAYTHUHT, HEOOXOMUMBIN ISt
00pa3oBaHUsl «HOBBIX CHHAIICOBY», BOCCTAHOBIICHUS
HEPBHO-MBIIIEYHON Mepeaun U yay4llIeHus IpoBejie-
Hus 10 HepBy [14, 15]. Cpean aHTUXOIWHAICTEPA3HBIX
CPE/ICTB, KOTOPBIE CEIEKTUBHO M 00paTUMO MHTHOHPY-
0T aleTHIIXOIMHACTEpas3y, MPEACTaBIeHBl Iperaparbl
C IPEUMYILECTBEHHO nepudepudeckuM (HEOCTHIMHUH,
MMMPHUIOCTUTMHH), IEHTPAIbHBIM (TalaHTaMUH, JTOHE-
Ie3Wi) ¥ COYETaHHBIM (MIUJAKpUH) JaercTBueM [16].
Wnupakpun, Omaromaps OpPUTHHAIBHOMY MEXaHHU3MY
JeCTBUS, OKa3bIBAaCT Kak mepudepuyeckoe, Tak U HeH-
TpaibpHOE BIHsSHHE. V30mparenpHas OJ0Kaga KaTHeBBIX
KaHaJOB, a TaKXe aKTMBHOCTH alleTUIXOJIMHICTEPA3bI
CIOCOOCTBYET YBEJIMYCHHUIO BXOXICHUS HOHOB Kallb-
Ius B IPECHMHANTHYECKYIO TEPMHHAIb AaKCOHA. OTO
o0ecrieunBaeT BBIXOJl OOJBIIEr0 KOJMYECTBA AalleTHI-
XOJIMHA B CMHANTHYECKYIO ILEJb, YTO OOJeryaeT mepe-
Jadqy BO30Y>KICHUS B CHHAIICE. 3a CYeT YIUTMHEHHS Tie-
puoaa penospu3anuy NPEeCUHANTHYECKOW MeMOpaHbI
UIUIAKpUH  CIOCOOEH OJOKMPOBAaTh IKTOMUYECKUE
oyard ¥ >anTUYecKyr Iepenadyy BO30YKICHHS, SB-
JSIOIMECs NMPUYMHON pa3BUTHS MApECTe3Uil, KpaMmIu
U JPYyTUX KOMIIOHEHTOB HEBPOIMATHYECKOTO CHHApPOMA.
Kpome Toro, unugakpu NpuBOAUT K yMEpEeHHON OJ10-
KaJle HaTPHUEBBIX KaHAJOB, YTO CIIOCOOCTBYET aHajre-
THYECKOMY, CEJaTUBHOMY 3(PQEKTy H MOJIOKUTEITEHOMY
BO3/ICHCTBHIO HAa KOTHUTHBHYIO cdepy. [14, 17]. B PO
3apeructpupoBan unugakpus (Mnurpukc®, AO «'pun-
JeKey, JlaTBus).

IIpuBogum nHame HaOmonenwe. Ilanuentka C.,
53 ronma, oOpaTunack Ha KOHCYJIBTAIMIO B HEBPOJIOTHYIEC-
ckuit rieaTp uM. nipod. b.M. T'exta llenTpanbHOil KiH-
Huyeckor GonmpHUIbI «PXXKI-Memuiuaa» ¢ sxanodamu
Ha 0OJM ¥ OHEMEHHE B KUCTSX, OOJbIEe B MPABOU, yCH-
JUBaroIIrecs B HOYHOE Bpems, Hapymiaromue coH. Co
CJIOB OOJNBHOM NJIsi OOJIerdeHus] HETPHUSITHBIX OIIyIIle-
HUH B KUCTSIX OHA BBIHYKJICHA OblIa IIpUOeraTh K «pac-
TUPAHUIO KUCTEH», UX IIOBTOPHOMY BCTPSIXUBAHHION,
YTO NPHUBOJMIIO K HE3HAYUTEIHHOMY KpPaTKOBPEMEHHO-
My obneruenuro. [Ipu mogpoOHOM paccrpoce OombHas
yKa3blBaJla Ha IIHPOKUHA CIEKTp APYIMX HENpPUSTHBIX
OIYIIEHNH B KHCTAX: «IION3aI0T MYPAIIKW», TOSIB-
JSIeTCsl YyBCTBO Kapa, MEPUOJMYECKH CMEHSIOLIeecs
OIIyTIIEHNEM «3aTE€KaHUs», OTEUHOCTH KUCTH, «IAJBIIBI
CTaHOBATCS, KaK CapAENbKN», IJIOXO BBIMOJIHAIOT JBU-
JKSHHSI MEJIKOM MOTOPHUKH (TTPH BAEBAaHWW HUTKU B UTOJI-
Ky, wuThe). Paboraer Oyxrantepom. bonesHenHoe oHe-
MEHHE B KHCTSAX 3aTPYyIHSET MUCHMO, HCIIONBb30BaHUE
KJIaBHATyPbl KOMIIbIOTEpa, MeLIaeT NpodeccuoHanbHON

CLINICAL RESEARCHES AND CASE REPORTS

JiesiTelIbHOCTH. [1py IpUIIeIbHOM paccipoCe BhISBISCT-
€51 IMOIIMOHATBHO-CTPECCOBAs JOMUHAHTA B OBITY.

Co CJIOB MalMEeHTKN YKa3aHHBIC jKaJ00bl OCCITOKOST
ee okoio 2—3 met. Hauano 3abomneBaHus HU C 4eM HE
CBsI3bIBaeT. MHOTO pa3 oOparaiach 3a MOMOILBIO K He-
BPOJIOTY B TOJIUKIWHUKY 10 MECTy XuTenbcTBa. [lo-
CTaBJICH JMAarHO3 «OCTEOXOHPO3 MIEHHOTO OTIela T0-
3BOHOYHHMKA C BTOPUYHBIM KOPCIIKOBBIM CHHIPOMOMY.
[lo nmaHHBIM MarHUTHO-PE30HAHCHOW TOMOTpaduu
(MPT) meiinoro oTnena Mo3BOHOYHHUKA WMEJHCH MPH-
3HAKU OCTEOXOHAPO3a, 1e(hOPMHUPYIOIETO CITOHINIIEe3a
IIEHOTO OTJeNa TO3BOHOYHHUKA, MPOTPY3UU AMCKOB
Ha ypoBHe C5-C6 u C6—C7 nmo 2-3 mm. B kauectBe
TEpanuy WCIOJb30Bajla BUTAMHHBI Tpymibsl B, aHTH-
OKCHJIaHTBI, HECTEPOUIHBIE MPOTHBOBOCHAIUTEIHHBIC
npernaparbl, B TOM 4YHCJIE B COCTaBeé Maszeil, Maccax
MIEHO-BOPOTHUKOBOI 30HBI C HEYOSTUTEIFHBIM U Kpa-
TKOBPEMEHHBIM O0JIETYCHUEM.

B Teuenne nocnennux 4-5 ner HaOmrogaeTcs y THHe-
KoJIoTra 10 MOBOAY Marojiorndeckoro knumakca. Ilomy-
gaeT MU-KIuM 1Mo 1 Tab. 2 pas3a B IeHb. 3a 3TOT MEPUOT
npubaBuia B Bece 8 Kr. Tora ske crana oTMedarh Mob-
eMbl apTepuanbaoro aasineHus (AJl) 1o 140-150/90 mm
pT. cT. Habnronaercst TepamneBTOM IO MOBOAY THIIEPTO-
Hugeckort 6one3nu I-11 crenenn. Beiasier y3en (2 Mm)
npu Y3U umtoBUIHOM Kene3bl. [ OpMOHBI IIUTOBUIHOM
xene3sl (TTT, T3, T4) B Hopme. KoncyasTupoBaHa dH-
JOKPUHOJIOTOM. PekoMeH10BaHO TUHAMUYECKOe HAOMII0-
JieHne 0e3 MeTMKaMeHTO3HOM Tepariu.

[Ipu ocmoTpe: ymMepeHHbIE NPU3HAKU MeTa0oIHye-
CKOTO CHHJIpOMa: okupeHne | creneHu (MHIEKC MacChl
tena — 31,2 kr/mM?), mepepacrpeesieHue MOIKOKHO-
KUPOBOW KJICTYATKM IO KYIIMHTOWJHOMY THITy. JIMiio
MACTO3HO, 0COOCHHO B 00JIACTH BEPXHUX U HIKHHX BEK.
OO6pariaer Ha ce0st BHUMaHUE AMOILMOHAJIbHAS JTA0UITb-
HOCTb, TUTAKCUBOCTb.

Kuctu macto3nsl, OnenHble, yMEpEHHBIH akpoIua-
HO3, HE3HAYUTEIBHBIA JTUCTANBHBIA THIEPTHIPO3. O0b-
€M JBIDKCHUHN B MaibllaX U JTy4Ye3arsiCTHBIX CyCTaBax
monHbIA. OTMeuaeTcsi HEKOoTopas TYTOMOABHXKHOCTh
MajblleB M3-32 MAcTO3HOCTH. MBbllIeyHast cuia JocTa-
TouHas. MBIedHbIX runoTpoduii HeT. O6IacTH TeHapa
Y TUTNOTEHapa He U3MEHEHBI. BhIABIsAETCS rumecresus,
HamOoJiee orueTinBas B oOmactu [-II mameiieB mpaBoit
kucTu. CJI0XKHBIC BUJIBI YYBCTBUTEILHOCTUA HE HapYIIIe-
Hel. [Ipn 9TOM, ManueHTKa MoAYEepPKUBAET UHTAKTHOCTh
musuHIeB. [lomoxurensHbie mpoObl Tunens, daneHa
crpaBa.

HNHTeHcuBHOCTL 00JIM B TIPAaBOM KHCTU TIO0 BU3Yallb-
HO# aHaynoroBoit mkame (BAII) — 5 6ammos, DN4 —
5 GamnoB, mo ompocHuky PainDetect — 16 Gaios.
VpOBHM pEAaKTUBHOM M JIMYHOCTHOH TPEBOKHOCTU
no mkaine Crmwibeprepa (B amantammu [0.JI. Xanu-
Ha) — 33 m 48 GammoB coorBercTBeHHO. OTIEHKA IO
mikaie aenpeccu bexka — 14 6amios. Munekc orpanu-
YeHUS KU3HEIEATEIbHOCTH U3-3a 6o (Pain Disability
Index) — 20 Ganos.

[Ipu snexrponeiipomuorpapuu (OHMI') Bepxuux
KOHEYHOCTEH BBISIBIIEHO CHIDKEHHE aMIUTUTYIBI U CKO-
poctu pacnpoctpaHerus Bo30Oyxaenus (CPB) mo cen-
COpPHBIM BOJIOKHaM IIPaBOTO CPEIUHHOTO HEpBa B o0Jia-
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CTH 3aIsiCThs. J[MarHOCTHPOBAH CHHIPOM 3aIsICTHOTO
KaHaJja.

BonbHO# Ha3zHaueHa HOYHAsS MMMOOWJIM3AIUS pas-
TPYKaIOIFM OPTE30M 3aIisICThs C CHIIMKOHOBBIM BKJIa-
JBIIIEM W KypCOBOM IIpUEM BHUTAMHHOB IpymIibl B,
MIperapaTroB THOKTOBOM KUCIIOTHI B COYETAHHH C TIperia-
parom Unurpukc (MMuaakpuH), BBOAUMBIM B/M 110 15 M
B TEUEHHE TIEPBOH HEJl., C MTOCIEAYIONTIM ITEPEX0IOM Ha
nepopajbHbIii mpuem o 20 Mr 3 pas3a B ICHb.

Uepes 4 Hel. oTMedeHA TTOJNIOKUTENbHAS THHAMUKA!
YMEHBIIIINCH HEMPUSITHBIC OLYIICHUS B KUCTSAX, CTala
CIIOKOIfHEEe, ONTUMHUCTHYHA, YMEHBIINIACh BETeTaTHB-
Hasl ¥ DMOLIMOHAJIbHAs J1a0MIbHOCTE. Co ¢10B OOILHOM,
JIeTde CTaJI0 BBITOJHATH NpodecCHOHATbHBIC 00sS3aH-
HOCTH, YIy4YIIWINCh B3aUMOOTHOIICHUS B ceMbe. [Toxy-
nena Ha 1,5 xr. 3a mpomreamuii meproa He 0TMEUaTiuCh
nogbembl AJl Ha (QoHOBOW Tepanuu. YIy4IIWICS COH,
x0T 1-2 mpoOyXAeHUS 32 HOYL MEPUOTUICCKA OTMe-
YyaeT. YMEHBIIWIICA OTEK KUCTEW. JIBUKEHHS B Majblax
ctaiu cBoOoaHsIMA. Krctn oOpraHOTO 11BeTa. HeT akpo-
1MaHo3a. MelleuHas cuiia — 5 0ajuioB, MBIIIICYHBIX TH-
notpoduii HeT. CoxpaHseTcs: 6oeBas TUIIECTE3Us B 00-
nactu TeHapa u [-1I nmanbues npasoit kuctu. CrnoxHbIe
BHJIBI TYBCTBUTEILHOCTH HE HAPYIIECHBI. YPOBEHBL OOIH
camsuics no BAIIl u DN4 1o 2 6aioB, Mo OnpoCHUKY
PainDetect — o 10 6anmoB. PeakTuBHAs 1 THYHOCTHAS
TPEBOKHOCTh Ha ypoBHE 23 1 43 0aJsIOB COOTBETCTBEH-
Ho. Onenka genpeccun 1o mkaine bexka — 8 Gamios.
Pain Disability Index Taxxe cHu3miics 10 8 6ayIoB.

[Ipu xouTponsHOit OHMI otmeueHo yBennuenne CPB
M0 CEHCOPHBIM BOJIOKHAM TIIPaBOTO CPEIMHHOIO HEpBa
B 00JIACTH 3aISICTHS 0 YPOBHS HIDKHEH TPAHUIBI HOPMBI.

Oo6cyxnenue. [IpencraBienHoe HaONIOICHWE WII-
JIOCTPUPYET TOJNy4YeHHbIE HaMU paHee naHHble [18],
noka3zasiiue 3(pPEeKTUBHOCTh WIMUAAKPUHA B JICYCHUHU
TYHHEJIBHBIX HEBPOTIATHI.

B npencraBnenHoM HaOMIONEHUH, a TaKXke y OOIb-
IIMHCTBA HAOJNIOAABIINXCS HAMH MAI[UCHTOB OTMEUYCHBI
MTOBBIIIICHHAST TPEBOXXHOCTh M JIEMIPECCHS, YTO Xapak-
TEpHO VI XPOHUUECKHUX 00J1eBbIX CMHApOMOB [18-21].
TpeBoXKHO-AENPECCUBHBIE PACCTPONCTBA YCUIUBAOTCS,
€CJIM B T€UEHHUE JUINTEIHHOTO BPEMEHU HE YIaeTCsl BbI-
SICHUTB TIPAYUHY 00JIEBOTO CHHApOMA [22], 9TO B CBOIO
o4epesib CHI)KAeT KOMIUIaeHC ManueHToB. [loBbieHune
TPEBOTH W JICTIPECCHUU CIIOCOOCTBYET YCHJICHHUIO OOIIe-
BOTO CHHIpOMA, POPMHUPYS IIOPOUHBIH KPYT U3 B3aHMHO
TTOTCHIMPYIOMINX IPYT Apyra Mexanm3mos [9, 22, 23].
W3BecTHO, YTO y MAlMEHTOB, CTPAJAMOIUX OT OOJH,
nemnpeccust Becrpedaetcst oT 5 1o 85% cimyuaes. Bmecre
C TeM 4acTOTa BCTPEYaEMOCTH Jenpeccuu 6e3 6osu co-
craBisieT 5-10%. TpeBora y marnmeHToB B 00IIeH mmo-
nynsauuy 0e3 COMYTCTBYIOILETo OOJEBOTO CHHIpOMA
BcTpeyaercs ¢ yactotor 12%, B TO BpeMmsi Kak codera-
HUE TPEBOTU U JEMPECCUH Y MALUECHTOB C XPOHUUECKOMN
6ompro cocrasisier 23% [23-26]. B mpeacraBneHHOM
HaONIOIEHUN Yy TMAlMEHTKH OIIMUOOYHO CBSI3BIBAIIUCH
Kao0bl HA OHEMEHHE B MPABOM pyKe ¢ M3MEHEHUSIMHU
B LIEHHOM OT/EeJE MO3BOHOYHUKA 10 AaHHBIM MPT, uto
OBLIO THUIIMYHO ISl HAOJIOAABINNXCS HAMHU HAllMCHTOB
M MOIJIO CIIY’)KUTh Pa3BUTHIO SMOIIMOHAIILHBIX HapyIIe-
HUH.
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LlenTpanpHOI CEHCUTH3AIINEH, BEPOSTHO, OOBICHSCT-
Csl OTCYTCTBHE YETKOH «CTYJCHYECKOW JIOKATU3aINy He-
BPOMAaTHYECKOTO CHHAPOMA, COOTBETCTBYIOIIET0 KOHKPET-
HOW 30HE MHHEPBALUU KOMIIPUMHUPOBAHHOIO Hepsa [27].
Kak B mpencraBieHHOM HaOMIONCHUH, TaK M Oojiee yeM
y nonoBuHBI (64%) 00cineI0BaHHBIX HAMHU paHee 0O0Jb-
HBIX ¢ TH oTMeuanoch OHEMEHHE, BBIXOIAIICE 3a 30HBI
MHHEPBAIlMH KOHKPETHOTO Heppa. Emie B HaOMIOmMEHHSIX
S.K. Gupta u coaBT. ObUIO OTMEUEHO, YTO OOJICE MMOJIOBU-
HBI TanneHToB ¢ TH mpeabsaBisioT )kaio0bl Ha OHEMEeHNE
B Tajbllax BHE 30HBI WHHEPBALMM MOPAaKEHHOTO HepBa
[28]. Hanbosree 9acTo marpeHTh COO0aroT 00 OHEMEHHN
BCEH KHMCTH, YTO YBOAUT JIOKTOPOB OT BEPHOTO JIMarHo3a,
MIPUBOZS K HA3HAYEHUIO HEOOOCHOBAHHBIX MCCIIEIOBAHUI
U HEPE/IKO K HEeaJleKBaTHOMY JIUEHHIO.

B Hacrosmmee Bpemsi HCIIONB3YIOTCS pa3HOOOPa3HBIE
MeTonel ieuenust TH, koTopsie 6a3upyroTcs Ha 0COOCH-
HOCTAX IaTOreHe3a MaHHOTo 3aboneBanus. Hawmbomee
3¢ (EeKTUBHBIM HEJICKAPCTBEHHBIM METOJIOM JICUCHUS
KOMITPECCHOHHBIX HEBPOTIATHH SBISIETCS CHUKEHHE Ha-
Ipy3KH ¢ UMMOOWJIM3aIMeld KOHEYHOCTH B MECTE IIO-
BpexacHus [29-31]. 3HauuTeNbHbIE MONOKHUTEIbHbIE
pe3yabTaThl MOTY4YeHbl MPHU HCMOJIB30BAHUN XUPYPIH-
YECKUX METOAOB JAekommnpeccuu HepBoB mpu TH [32],
OJTHAKO AaBTOPHI IMOJYEPKUBAIOT, UYTO XHPYPrUUYecKUil
MOJIXOJ] 1IeJIeco00pa3eH TONBKO B ciydyae Hed((EeKTHB-
HOCTHU KOHCEPBaTUBHOTO JICUCHHSI 1/MITH BBIPAXKEHHOCTH
HeBpoJoTHYeckoro nedwunnrta. s KOHCepBaTUBHOM
Tepanuu JETKUX 1 yMepeHHBIX nposiBieHuid TH o0cyx-
JTAIOTCS TIpernaparbl THOKTOBOM KHCIOTHI W BUTaMHHBI
rpynmnsl B, KoTOopble CHOCOOCTBYIOT BOCCTaHOBJICHHUIO
HEPBHBIX BOJIOKOH [10].

Ha nporsxeHun aecaTuiieTuidi B HEBPOJIOTHYECKOU
npaktuke npu TH mpumensmics AXOII HeocTHTrMUH
(ToproBoe HaszBanue IIpozepun). broxuposanue xomnu-
HAOCTEpa3bl B 3HAYUTENFHOW CTETIEHHW M IOCIEAYIoas
«OOMOapIUpPOBKa» MOCTCHHANTHYECKOHM MeMOpaHbI
AIETHIIXOITMHOM MTPUBOANIIH K HE)KENaTeIbHBIM SIBICHHU-
siM: (DACITUKYIISAINSAM, KpaMITi, (QOPMUPOBAHHUIO MBIIIICY-
HBIX KOHTpakTyp. Hanboee sipko 3T0 MposSBIsIIOCH TPU
JIeYeHUH HEBPOMNATHH JUIEBOro HepBsa [33]. Mexny Tem
WIUIaKpUH, Takxke SBIssich mpezacrasurenemM AXOII,
KaK M3BECTHO, 00JIaaeT MHOTO(QYHKIHMOHAIBHBIM Me-
XaHU3MOM JeUcTBHS ¢ 3()(HEKTOM HEWPOIUIACTUIHOCTH.
brnaromapst ero MSrkoMy IEHCTBHIO MOBBIIIACTCS KOH-
HEHTpaIUs alleTUIXOJIMHA BOJM3M NPEeCHHANTHYECKON
MeMOpaHbl W BCIEICTBUE W30UpATENHLHONW OJIOKaIbI
KaJTMeBBIX KAHAJIOB MEMOpPaHBI HEPBOB 00ECIICUMBACT-
Csl BBIXOJI alleTUJIXOJIMHA B CHHANITHYECKYIO IIeh. JTO
CIOCOOCTBYET YIYYIIEHUIO MPOBEACHUS MMITYJbCa IO
HEepBYy, (OPMHUPOBAHHUIO PEHHHEPBAIIWU, PETeHEepaIrluu
HEpPBOB, aKTHUBAIMU cripayTUHra. [lo0ouHble neicTBUS
WTUTaKpUHA TI0 CPAaBHEHUIO ¢ HEOCTUTMUHOM BBIpaKe-
Hbl HE3HAYHUTENIBHO U, KaK MPaBUJIO, HE MPEMSITCTBYIOT
MIPUMEHEHUIO Tperapara: He3HaYNTEIbHOE TIOBEIIIIEHUE
TOHyCa IVIaJIKOM MYCKYJaTypbl KelylI0uHO-KHIIEYHO-
TO TpakTa, OPOHXOB U MHOMETPHS, YPEIKEHHE YacTOTHI
CepJEUHBIX COKpAallleHUH, YCHUJIEHHE CEKPELHH CIIOH-
HBIX JKeJes.

MOXKHO HpPEANONoKNTh, YTO MOJyYeHHAas! MOJIOKHU-
TeNbHAs NWHAMHKA HEBPOMATHYECKOTO CHHApPOMA CIIO-
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coOCTBOBajla yMCHBIIICHUIO JCTPECCUM Y HaIlel ma-
[IUEHTKH, KOMOPOUTHONH XPOHHYECKOW OONH, a TakkKe
OTYETVINBOMY YITYUIIICHUIO KAYECTBA YKU3HHU.

KoHuaukT uHTEpecoB. ABTOPHI 3asBJISAIOT 00 OT-

CYTCTBHUHU KOH(JIMKTA HHTEPECOB.

(I)I/IHaHCHI)OBaHI/Ie. HccnenoBanue HE MMENO CIIOH-

COPCKOM TIOIJIEPIKKH.
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Leab uccIeNOBAHMS — OYEHUMb GIUAHUE UHDYIUOHHOU Mepanui Ha NOCLEONEPAYUOHHYIO HCUPOBYIO 2NI00YIEMUIO U
KOCHUMUBHYIO OUCHYHKYUIO Y NAYUEHINO08 NOCIe IHOONPOMe3Upo8ans masobeopeHnvix cycmasos. MaTepuas H Me-
Toabl. B | epynne nayuenmol nonyuanu nepuonepayuonnyro mepanuio 0,9% pacmsopom NaCl, a 6o |l epynne 6o spems
onepayuu — Cmepoghynoun iSO u npenapam mooupuyuposannozo xceramuna Ieroghysun, a nocie onepayuu —
Pemaxcon. Pesyawratbl. Bo |l epynne konuuecmeo smbonoonacuwix enobyn uepes 2 u nocie onepayuu 0blio Huxice
na 51,4% c nocnedyrowum bonee dbvicmpuim no cpasuenuio ¢ | epynnoii cnusicenuem. Yepes 3 cym nocne onepayuu
60 |l epynne cymma 6annos no wxane MMSE 6bi1a ebiuie, makcumanoha 6 domenax, omeeuaowux 3a NAmMsams u peyb.
Ha 15-e cymxu konuuecmeo nayuenmog 6e3 KoZHUmMueHou ouc@ynxyuu ovlio noumu 6 2 pasa oonvue. Ha 30-e cymku
OMCYMCMBO8ANU NAYUCHINBL C 8bIPAdICeHHbBIMU Ko2HumugHbimu Hapyuenusmu (20-23 6annos), éo Il epynne onu co-
cmasnsiu 11,3%. O6cyxaenne. dmynveupyowee oelicmsue npenapamos npuseilo K CHUNCEHUI dIMOOIUUeCKo20 ye-
PEOPANBHO2O NOBPENHCOEHUS HCUPOBBIMU 2TI0OYIAMU, NPEBLIUAIOWUMU PAZMEPLL YOPMEHHDBIX DNEMEHMO08 Kpogi. Imo
Mookcem ObImb Ce:A3AHO ¢ copoyuelt CBODOOHBIX HCUPHBIX KUCTIOM MOOUDUYUPOBAHHBIM HCENAMUHOM U 80CCHAHOBIE-
Huem ux ymuauzayuu. 3aKiIioueHne. BoissieHa KoppelsyuoHHas C63b MedicOy NOAGILEHUEM 6 KPOBOMOKe KPYIHbIX
JHCUPOBLIX 20OV U pazsumuem KoeHumugHou oucynrxyuu. Hpumenenue I'enoghysuna, Cmepoghynouna uzomonuye-
ck020 u Pemakcona crnusicaem uipaxceHHocms sHcuposoll 2100ynemun U KOCHUMUBHOU OUCQYHKYUU.

KnwoueBble cloBa: NPOTE3UPOBAaHUE Ta300€PEHHOrO CyCTaBa; KOTHUTHBHAs NUCQYHKINS; KHPOBas 3MO0-
mus; Fenodysnn; CrepodyHIUH H30TOHMYeCKHi; Pemakcour.
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The aim of the study was to evaluate the effect of infusion therapy on postoperative fat globulemia and cognitive
dysfunction in patients after hip replacement. Material and methods. In group I, patients received perioperative
therapy with 0.9% NaCl solution, and in group I, during the operation — Sterofundin iso and a modified gelatin
preparation Gelofuzin, and after the operation — Remaxol. Results. In group I, the number of embolus globules
2 hours after surgery was lower by 51.4%, followed by a faster decrease compared to group I. 3 days after the
operation, the MMSE score in group Il was higher than in the domains responsible for memory and speech. On day 15,
the number of patients without cognitive dysfunction was almost 2 times higher. On day 30, there were no patients with
severe cognitive impairment (20-23 points), in group 1l they were 11.3%. Discussion. The emulsifying effect of the
drugs led to a decrease in embolic cerebral damage by fat globules that exceed the size of the shaped blood elements.
This may be due to sorption of free fatty acids by modified gelatin and recovery of their utilization. Conclusions.
A correlation was found between the appearance of large fat globules in the bloodstream and the development of
cognitive dysfunction. Application Gelofuzin, Sterofundin iso and Remaxol reduces the severity of fat globules and
cognitive dysfunction.
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BBenenue. B Ommxaifmme Toapl cieqyeT OXHAATh
pocTta omepanuil MEepBHUYHOTO 3HJONPOTE3UPOBAHUS
Ta300€IPEHHOr0 CyCTaBa, IOCKOJIBKY WX KOJIHMYECTBO
HE B IMOJHOM O0bEME YIOBJIETBOPSET CYIIECTBYIOIICH
noTpedHocTH HaceneHus [15]. UacTora pa3BUTHS TIO-
cieonepauonHoi korautuBHON AucdyHkimu ([TOK/)
y IaHHOHM TPYIIBI MAIMEHTOB MOXKET JOCTHUTAaTh 44—
55% [8, 14]. Ilpuunna pazsutus IIOKJ[ no cux nop
OCTaeTCsI IPEIMETOM CIIOPOB M aKTyaJbHBIM BOIIPOCOM
HEBPOJIOTHH, aHECTE3UOJIOTMU U MHTEHCUBHOW Teparnuu
[1, 11, 18]. K HemomuduimpoBanHbIM (pakTopaM pa3Bu-
tust [TOK/] mocne mpore3upoBaHust KPyMHBIX CYCTaBOB
OTHOCSIT BO3pacT MAIMeHTa, HaJIW4Yhe KOTHUTHBHOTO
JeuuuTa 10 ONepalnuy, JEMEHLUH, COMyTCTBYIOLIECH
MaToJIOTUH, OCOOCHHOCTH OINEpPaTUBHOTO BMEIIATellb-
CTBa W TeHeTH4ecKux (akropoB. MoauduuupoBaHHbIe
¢daxropsr pazsutust [IOK]] BrimouaroT B cebs Hamudne
00JIEBOTO CHUHIPOMA [0 M IOCIE OINEPaLUH, THUCKOM-
(dopT, CBSI3aHHBIN C MPOBE/ICHUEM HHBA3UBHBIX MaHUITY-
JSIIMH, anmapaTypHbIM MOHUTOPUHIOM, HH(EKIINOHHBIC
OCJIOKHEHHUSI, [UIUTEIbHYIO HEMOABIKHOCTh U METabo-
JIMYEeCKUe HapylleHHs. be3yclioBHbIM BKIag B pa3BH-
tue [TOK]] y manueHToB mocie 3HIOMPOTe3nPOBAHUS
BHOCHUT MHUKPO3MOOIM3aLHsl COCYI0OB FOJIOBHOIO MO3Tra
JKUPOBBIMH IJI00YJIaMH, YTO OOYCIIOBIHMBACT pa3BUTHE
nepedpansHOi (popMbl xHpoBoi aMOoIH (XKDJ) [4, 6,
9, 13]. OmauM U3 1a0OPATOPHBIX KPUTEPHEB PAa3BUTHUS
KD ocraetcst HapacTaHne KUPOBOH TIIOOYIEMHN TTEPeE]
KIuHuYeckor manu(ecranueit [7]. Helporcuxonoru-
YeCKOH IIKaIBI, CIIeU(MUIHON TS OIICHKU IepeOpatb-
HOU ¢opmel XKD, tak xe kak u ansa [TOK/, na ceron-
HSIIHUN JileHb HeT. Bce Mikanbl HOCAT BapUaTUBHBIN
XapakTep, a pe3yJabTaThl TPAKTYIOTCA Ha OCHOBAaHUH yKe
CYIIECTBYIOIINX JAaHHBIX MO JPYTHMM HEBPOJIOTHYECKUM
HO30JIOTHSIM C TpeoOiaJarolliMi KOTHUTUBHBIMU Ha-
pymenusmu [S]. Bee medeOHbIe MepOTIPHUSITHSI HAIIPaB-
JICHBl Ha CHMIITOMaTHuyeckoe jedenue KD B pamkax
WHTeHCHBHOU Teparmu [2, 10, 12]. Knuamdeckomy wnc-
CIJICZIOBAHUIO PaHee MpeIlIecTBOBajIa SKCIEPUMEHTAIIb-
Hasl 4acTh, KOTOpasl IOKa3aja HaJIMYUe 3MYJbIUPYIO-
HIero ACUCTBHA psla KpoBe3aMEHHUTENCH Ha JKUPOBBIC
I00YJTBI B KPOBH TPABMATOIOTHYECKUX OOTMBHBIX [17].

Lenp uccnenoBanusi — OLCHUTH BIUSHUE UH)Y3H-
OHHOI Tepaniy Ha MOCIIEONEPAMOHHYO0 )KHPOBYIO TII0-
OyJIeMHIO U KOTHUTHUBHYIO AUCQYHKIHUIO y NAlHUEHTOB
MIOCJIe HIOTIPOTE3NPOBAHNUS Ta300€IPEHHBIX CYCTaBOB.

Marepuas u Metoabl. Pabora BrinosiHeHa Ha 0aze
00JTaCTHOTO TPaBMAaTOJIOTHYECKOTO M TOPOJICKOTO pea-
OunuTanoHHOro 1eHTpoB I. Hmxuero Hoeropona B ne-

Received 14.04.20
Accepted 19.05.20

puoxa ¢ 2016 mo 2019 r. B mpocnekTuBHOE paHIOMHU-
3UpOBaHHOE HccieaoBanne BimoueHo 300 manueHToB
(96 my>xunH 1 204 KESHITUHBI) C SHIAOMPOTE3NPOBAHUEM
Ta300€PEHHBIX CYCTaBOB I10 MOBOY WAMOMATHYECKOTO
KoKkcapTpo3a 4-ii cremeHu. CpeaHsis NPOAODKHUTEINb-
HOCTH oreparuu coctasuia 79 + 14,5 mun. Pannomusa-
LSl TPOU3BOAMIIACE C IOMOILBIO TeHEPATOPA CIIyYaHbIX
grces. AHECTe3MOJOrHUeCKOoe M0coOHe BBITIOIHIOCH
C TOMOIIBI0 KOMOMHHUPOBaHHOW 3MUAYpPAJIbHOM aHe-
CTe3UM C BHYTPHBEHHOH cenarueil B o0eux rpymmax.
[lepen HavaaoOM 3MHUAYPaIbHON aHECTE3UU BHYTPUBEH-
HO BBOJWJIACh Harpy3ouHas go3a 200-300 mu kpuctai-
JIOWAHBIX IPENapaToB B 3aBUCUMOCTH OT IPYIIIbL, T100
0,9% pactBop NaCl, nubo mpenapara CrepodyHanH
150. DnuIypalibHYI0 aHECTE3UI0 IPOBOAMIIM Ha YPOBHE
MOSICHUYHBIX cerMeHToB [.2-1.3-1.4 ¢ momorso Habopa
Perifix (BBraun). Ilocie karerepusanuu SIHITYpPaTb-
HOTO MPOCTPAHCTBA M OTPHULATEIBHON acUpalluOHHON
poOBI BBOMIIACH TecT-103a — OT 4 1o 8 mur 0,5% pac-
TBOpa neBoOynuBakanna (20—40 mr). 3artem yepes 3 MUH
[IPU OTCYTCTBUH IIPU3HAKOB CUCTEMHOIO TOKCHYECKOIO
JEHCTBUSL MECTHBIX aHECTCTHKOB BBOJAMJIACH OCHOBHAs
nmo3a 16-20 mu 0,5% pactBopa ieBoOynuBakanna (80—
100 mr). Ilepen BBeneHHEM OCHOBHOM 10361 MECTHOTO
aHECTeTHKAa HauYMHAIM BHYTPHBEHHYIO CENAIlHI0 pac-
TBOPOM THOIIEHTaJIa HATPUsI B TO3UPOBKE 1—2 MI/Kr/d.
ITo okoHYaHWM OlEepalyu dUaypantbHoe 00e300m1Ba-
Hue npopokamu 0,2% pacTBOpoM JieBOOyNHBaKanHa
yepe3 uHpy30MaT co CKOpoCThio 5—10 Mj1/4 B TedeHue
NEPBBIX CYTOK, UCXOIS U3 CYOBEKTHBHOIO YPOBHS 00JIN
y nanuenTa. Jloctmkenne cTabMIbHOTO 3HAYEHHS OIIeH-
KA OOJIEBOTO CHHIpPOMa II0 BH3YyaJbHOH aHaJOrOBOH
IIKaJie Kak «ciabas» B 00eux Tpyriax MarnueHToB Mo-
3BOJIMJIO NTPOBOAMTH PAHHIOIO aKTUBU3ALMIO MOCTIE OIIe-
palyy 3a UCKIIIOUEHUEM CIydaeB pa3BUTHS OCTPOTO T0-
CJICOTIEPALIMOHHOTO JEJIUPUSI.

B 3aBUCHMOCTH OT HCIOJIb30BAHHOW CXEMbI UH(]Y-
3MOHHOW Tepanuu ObUIM C(HOPMUPOBAHBI JIBE IPYIIIbI
nanuentoB. Koatponenas rpynmna (I rpymma) Bximroua-
na 150 manueHToB, MONYYMBIIMX MEPUONEPALMOHHYIO
nHQy3uonnyto tepanuio 0,9% pactBopom NaCl. Oc-
HoBHas Tpymnmna (Il rpynma) Bxmrogana 150 mamueHTOB
1 GopmMupoBaack MO MPUHIUITY KOMUS-Tapa 1O MOJIo-
BOMY IIpH3HAaKy. B cocraBe nuHTpaomnepamoHHoOH HHQY-
3MOHHOW Tepanuy 3TH MalWeHTHl NOIydYald TIpernapar
CrepodyHauH iSO W TIpemapaT MOAU(PHUITUPOBAHHOTO
kenaruHa [enodysun B ooveme 500 mu, a B mepBbie
MOCJIeONepalluOHHbIE CYyTKH — mpenapar Pemaxcon
B no3e 800 mu. arpaonepaunonnas uudysus [enody-
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Tabnuma 1
CpaBHUTEIbHASI XapaKTePUCTHKA HCCIIEIyeMbIX TPy
o 3Ha‘le]—;ﬂﬂ noxasaTeneuz, M=o FI; }(,rz):ﬁz)
KonnuecTBo OOJNBHBIX B rpyIiie 150 150 -
Bo3spact 56,4 + 12,67 58,8 +12,42 0,976
Myxuussbl, % 48 (32,0%) 48 (32,0%) 1.000
Kennwmnsl, % 102 (68,0%) 102 (68,0%) ’
ITponomKHUTENEHOCTD ONEpaluy, MUH 78 £ 14 80+ 15 0,989
O06BEeM KpOBOMIOTEPH (MHTPAOTIEPALOHHOMN ), MIT 554,5+158,3 | 580,4+ 185,2 0,973
O06beM KpOBOMOTEPH (B OTICICHUN PEAHUMALIMHN ), MIT 442 +£126,3 513 +£135,3 0,874
O0beM nepuornepaioOHHON HHPY3UH, MIT 2109 + 605 2052 + 662 0,967
g;ﬁlfa 0O0JIEBOr0 CHH/IPOMA MO BU3YyaIbHON aHAJIOTOBOW MIKAJe Yepe3 CYTKH IMOCIE OIepalnu, 234 40,65 2.2240.59 0.851
Table 1
Comparative characteristics of the groups under study
Indices Values, M £ ¢ p (between
1 2 groups)

A number of patients in a group 150 150 -

Age 56,4+ 12,67 58,8 +12,42 0,976
Men, % 48 (32,0%) 48 (32,0%) 1,000
Women, % 102 (68,0%) 102 (68,0%) ’
Operation time, min 78 + 14 80+ 15 0,989
Extent of blood loss (peroperative), ml 554,5+158,3 | 580,4+185,2 0,973
Extent of blood loss (in resuscitation unit), ml 442 +126,3 513+135,3 0,874
Extent of peroperative infusion, ml 2109 + 605 2052 + 662 0,967
Assessment of pain syndrome on a visual analogue scale a day after surgery, points 2,34+ 0,65 2,22 +£0,59 0,851

3MHA HaYMHAJIACh C MOMEHTa Havaja onepanuu. O0beM
MH(Y3UOHHON Tepanuu PacCUUTHIBAICS Ha OCHOBaHUU
PEKOMEHAAUH MO MEePHONEePalOHHOMY BEICHHIO Ma-
IIMCHTOB W OOBEKTUBHBIX MAaHHBIX O KpoBoroTepe [3].
CpaBHUTENbHAS XapaKTEPUCTUKA TPy OOJIBHBIX Mpe-
cTaBieHa B Ta0m. 1.

B Beno3noit kposu ¢ nomomsto annapara OPTI CCA
TS (OPTI Medical) ananu3upoBaiich 1moKa3areiiu Boj-
HO-BJIEKTPOJIUTHOTO 0OMEHA U KUCIIOTHO-OCHOBHOI'O CO-
CTOSIHUS: JTO oTieparuu; uepes 2 1, 24 4, 48 1 u 72 4 1o-
cie onepauun. JKupoByto moOyleMHI0 OLEHUBAIN T10
pa3paboTaHHOM METOAMKE C MOJCUETOM BCEX JKHPOBBIX
100yn pazmepom 1-7 mxm, 6omnee 8 u 50 mxm [27].

KorautueHslii craryc no mkane Mini-Menthal State
Examination (MMSE) oriernBanu B niepBbIii pa3 uepe3
72 4 mociie ornepanyy, a 3aTeM Iociie Havyajia peaduim-
taiuu. lpenonepannonHas KOTHUTUBHAST TUCYHKIMS
HE OIICHUBAJIACH 110 MPHYMHE BO3MOYKHOTO MTPHUBBIKAHUS
MAlMEHTOB K HEHPOIICHXOJIOIMYECKUM TecTaM. B otae-
JieHne peaOWIMTalUU MalUeHThl TOoce ONepaluyu ro-
crnuTanuupoBanuck Ha 15-e¢ u 30-e cyTku, UCXOAs U3
9TOTO TPYIIBI MAIMEHTOB OBbLIM MOAEICHBI Ha 2 TMOA-
rpymmsl. B 1A u [IA noarpymnmne HaxoquiInuch manueHTsl,
nonasinue Ha 15-e¢ cyTtku, a B Ib u 1Ib moarpynmne —
Ha 30-e cyTku mocne omepanud. OTCYTCTBUIO KOTHU-
TUBHBIX HApyIIEHHH COOTBETCTBOBAIO CyMMAapHOE 3Ha-
genaue 28-30 GamroB mo mkane MMSE, ymepeHHBIM
KOTHUTUBHBIM HapylleHusM — 24-27 QansoB, 1eMeH-
W JIETKOW CTeNeH! BBIpakeHHOCcTH — 20-23 Oaia,
JEMEHIIMHM YMEPEHHOM CTENEeHH BbIpaKeHHOCTH — 11—
19 6ammos. 1o mkame Mini-Cog KOTHUTHBHBIA CTATyC
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OLIEHMBAJIM HA OJHOMMEHHBIX 3Talax, NpUYeM OTCYT-
CTBHE KOTHUTHBHBIX HApyIIEHUH pErHCTPHUPOBAIOCH
npu 5 Ganmax, mpu cymme B 4 0aniia perucTprupoBaIuCh
yYMEpeHHbIE HapyIICHUs, a Ipu cyMMme 3 Oanja U MeHee
perucTpupoOBanach 1EMEHIHS.

Craructuyeckass oOpaboTKa pe3ylbTaToB HCCIEN0-
BaHUS OCYIIECTBISIACH C TIOMOIIBIO TTaKeTa MPHUKIaI-
HeIx nporpamm Microsoft Office Excel 2010 u GNU
PSPP Statistic 1.2.0. Bce mannble ObUIH MPOBEPEHBI HA
HOPMaJIBHOCTD pacrtpesesieHus ¢ nomoupto Tecra Llla-
nupo—Yunka. B cilydae COOTBETCTBHS HOpPMalIbHOMY
pacnpeneneHuIo JaHHbIe BEIPaKAINUCh B BU/IE CPEAHETO
3HaueHus (M) U CpeqHero KBaJgpaTUIHOTO OTKJIOHEHUS
(o), B cmy4yae OmIMYMs OT HOPMAJIbHOTO pacmpenerne-
HUS — B BHUJAe Menuansl (Me) U MHTEpPKBaPTUIHHBIM
pa3maxom (25-i u 75-i nponentnib). [lpu cpaBHeHUN
B CTaTMCTUYECKOM aHAJIM3€ B3aMMOCBSA3H MEXIY ABYMs
NIEPEMEHHBIMUA B ()aKTOPHOI TalJIuIEe HCIIOIb30BAIN
KpuTepuit y* wim To4Hbld Tect Duiiepa, Uil aHAIH3a
JAHHBIX C HOPMAJIbHBIM PAacIpelesICHUEM HCIIOJIb30-
Banu t-kputepuil CTbIOEHTa, B CIy4dae HEPAaBEHCTBA
JUCTIEPCHI OBUT TOTIONIHUTENBHO PACCUYUTaH KPUTEPUil
JleBena, Ay aHaNM3a JAHHBIX C HEHOPMAJIBHBIM pac-
npejaeneHueM — Kputepuid Bunkokcona. Jlns ananu-
3a ypOBHSI KOTHHTHUBHBIX HAapyIIEHUH B HCCIEAYEMBIX
rpyMIax MPOBOIMIOCH TIOCTPOCHUE TAOIUI] COTIPSKEH-
HOCTH € MOCJIEAYIOLIEN MPOBEPKON HYJIEBOH T'MIIOTE3bI
¢ OMOIIBI0 TouHOTO Kputepus dumepa. Ecinu yacrora
npu3HaKa XOTs Obl B OHOHM sUeiKe TaOMUIbl OXuaae-
MBIX 4acTOT ObLIa MEHBIIE 5 WU €CIM 4acTOThl OBLTH
ot 5 no 10, ucronp30BasICs KPUTEPUH ¥ C TOIPaBKOW
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Werca. TIpu xonuuecTBe aGCOMOTHBIX 4acToT Gonee 10
ucrons3oBaincs kpurepuit x> mo Iupcony. Cratuctuue-
CKYIO Pa3HUILy CUMTANIN nocToBepHOH mpu P < 0,05. st
aHaJI3a B3aMMOCBS3H MEXAY KOJIMYECTBEHHBIMH U Ka-
YeCTBEHHBIMH TPU3HAKAMHU HCIIOJIb30BAJICS HEmapame-
TPUYECKHI METOJ KOppPEeSILIMOHHOTrO aHanu3a Crnupme-
Ha, JIJIsl aHAJIM3a aCCOIMAIH MEX/Ty KOJIMYeCTBEHHBIMU
npu3Hakamu — aHanu3 [lupcona. OueHuBagock Haau-
YHe U CUJIa CTATHCTUYECKON CBSI3H.

Pesyabrarsl. Uepes 2 4 nocie onepanuu y naueH-
TOB KOHTPOJIGHOW TPYMITBI OTMEYAJICS 3HAYMMBIN TTOb-
€M YPOBHSI aHHOHOB XJIOPA 110 CPABHEHHIO C OCHOBHOM
rpynnoit (p = 0,044), xoTOpbIil coXpaHAJCS B JUHA-
MHKE 10 KOHL@ IEPBBIX IOCICONEPALMOHHBIX CYTOK
(p = 0,039). Pesynbrarsl npeacTaBicHbl Ha puc. 1.

V3meHeHunst KOHUEHTPaLuy HOHOB HAaTPUsL M HOHU3U-
POBaHHOTO KaJbLIUSl HE UMEIH JOCTATOYHON CTAaTHCTH-
geckoit 3HaunMoctH (P = 0,11 u p = 0,09 cooTBeTCTBEH-
HO).

Uepes cyTku 1ociie onepanny KOHIEHTPALUs IUIPO-
KapOOHAT aHMOHA B OCHOBHOH TpyTIIe Obljia 10CTOBEPHO
BBIIIIE, UeM B Tpytie cpaBHeHus (p = 0,036). Mi3meneHus
YPOBHS KaJlisl HE MMEJIH BBIPAKEHHON CTaTUCTUYECKON
3HaYUMOCTH B 00CHX TpyIiIax.

JuHamMyKa W3MEHEHUH XHUPOBBIX INOOYA B KpPOBU
y TManyeHToB 00enX TPYII MpeAcTaBiIeHa B Tao. 2.

VY manueHToB MCCIIEAYEeMbIX IPYIII KOJTUYeCTBEHHBIN
COCTaB XKHMPOBBIX 100y paznuyancs. B rpynme, momy-
yaBIIe Bo Bpems omnepauuu pactBop CrepodyHanna
iso u [enmodysuHa, KOIMYECTBO 00y pazmMepoM 00-
Jee 8 MKM B AMaMeTpe yepes 2 4 Mociie onepaunnu Obijio
Hmxe Ha 51,4% 1o cpaBHEHHUIO C TPYIIOW KOHTPOIS
(p=0,037), HO TIPH ATOM KOJHYECTBO KUPOBBIX TII00YI
oT 1-7 MKM OBIIO CTaTMCTHYECKH 3HAYMMO BBIIIE Ha
25,3% (p = 0,035). Takum 0Opa3oM, MOATBEPIKIAIOTCS
JIaHHbIE, pPaHee MOJTyYeHHbIC B AKCIIEPUMEHTaX in Vitro,
110 sMyJbrupytoniemy 3gdexry npenaparos CrepodyH-

Puc. 1. IlepuonepanronHas TuHAMUKA 285
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vl iso u lenody3nH Ha xKupoBble MOOYNsI [23, 24].
KomnvectBo KUpoOBBIX TiOOyn pazmepoM > 50 MKM,
Kak OoJyiee OMACHBIX Ui 3MOOJIM3AIMM apTepHaTbHON
4acTH MHUKPOLMPKYJISATOPHOTO pycia, MPOTPECCHBHO
CHIDKQJIOCh Ha IMPOTSHKEHUH IOCIICONEPALUOHHOIO Ha-
omronenusi. K nucxomy TpeTbuX CyTOK €UHHYHBIE KHPO-
BbIe TIIOOYIBI pasmMepoM > 50 MKM B mpemapare ompe-
JIEJSUTUCH TOJBKO Y 5 u3 150 manueHToB, COCTABUBIINUX
OCHOBHYIO Irpymniry. Takke OTMEYEHO CHMKEHUE KOJIH-
YecTBa KUPOBBIX TIIOOYN > 8 MKM, OMAacHBIX Jyisi OJ0-
KHPOBKU KPOBOTOKA B KalMJUIIPAX MUKPOLIUPKYIISALHH.
YMeHbIlIEHHE CUCTEMHOH HUPKYIALUN apTepuo- U Ka-
MMAJUTSIPOOTIACHBIX TIIOOYIT MPOUCXOAMIIO Ha JOHE BBICO-
KHX 3HAYCHUH )KUPOBBIX TIIO0YI pasMepoM 1—7 MKM, 4TO
CBUJIETENILCTBOBAJIO O TMOLACPIKAHUH 3MYJIbIHPYIOLIETO
MOTEHLIHAIa KPOBU, HECMOTPS Ha TO, YTO MH(PY3HOHHAS
IpOo(UIAKTUKA [IPOJOJKAIACH TOJIBKO B TEUEHHHU IIep-
BBIX 24 4 moCJie ONEpalUH.

OreHKa KOTHUTHBHOM (YHKIIMHU A0 3-X CYTOK ITOCHe
omnepanyy He MPOBOAWIACH MO MPUUYUHE BO3MOMKHBIX
HE/IOCTOBEPHBIX PE3yJbTaTOB, HO B TPYIIE KOHTPOJSL
B 3 ciyyasix 3aMKCUPOBAaHO Pa3BUTHE IOCIEONepalu-
OHHOTO JICJIUPUSL BO BpeMs MpeObIBaHUSI B OTICICHUU
peaHuManMu ¥ WHTCHCUBHOM Tepanuu. Ilocieomepa-
LMOHHBIA JIEIUPUM NPOSBUICS IOTEPEH OpPUEHTALUU
B IIPOCTPAHCTBE U BPEMEHH, BBIPAKCHHON 3MOLIMOHAIb-
HOU JTaOMIILHOCTBIO U citydasiMu adeKTUBHBIX BCITBI-
niek. Perpecc maHHOTO COCTOSIHUSI IPOU3OLIET K Hava-
ny 4-x cyTok nocie oneparnuu. CieayeT OTMETHTD, YTO
y HalMEHTOB C ACIHPHUEM uepe3 2 4 Mocje Onepanyuu
KOJIMYECTBO YKHPOBBIX TIIOOYN pazmepoMm > 50 MKM co-
craBwio ot 12 no 19 B nmpenapare. Pesynbrarel pacnpe-
JIeTICHHS JIOMEHOB KOTHUTHBHBIX (PYHKIIMH Y MAI[IEHTOB
uccaenyemslx rpynn no mkaie MMSE npezacraBiieHbl
Ha puc. 2.

VY DanueHTOB KOHTPOJBHOM IPyIIbl, MOIY4YaBIIUX
pactBop 0,9% NaCl, cymma 0ajiioB Oblia JTOCTOBEPHO

o 108
U3MEHEHUH OMKapOOHAT U XJIOp aHUOHA %
IMpumeuanue: * craTUcTHYECKas 3HAYH-
MocTh (P < 0,05) Mexay rpynmnamu rma- - 106
OUEHTOB HAa OJHWHAKOBBLIX JOTaliax HMCCJIC- 28
JOBaHUSA. - 104
Fig. 1. Perioperative dynamics of changes
in bicarbonate and chlorine anion 102
Note: * statistical significance (p < 0,05) 27,5 1
between groups of patients at the same
stages of the study. [ 100
i %
27 | og
- 96
26,5 -
- 94
26 - L 92
JI0 orneparuu 2y 244 48 u 724
HCO03- DTarsl HCCIICA0BaHUS Cl-
MMOJIB/JT MMOJIb/JT

B HCO3- OcHoBHast

B HCO3- KoHTpomnpHas B Cl- OcHoBHas B Cl- KonrponeHas
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Tabnuma 2
Iocneonepanuonnas AMHAMHKA H3MeHEHHs YPOBHS KUPOBBIX IJI00YJI
KomuecTBO 5KMPOBBIX n 3HaueHNe MoKa3areJieii Ha ITanax HCCIe0BAHUS MOCJIe ONepaAlHI
rodya, mt., M £+ ¢ pynia maiHenTos 2y 244 48 72 4
OcHoBHast 43+ 1,1%* 2,4 +0,6% 1,3 +0,3* 0,1 £0,03**
> 50 MKkM
KonTponbHast 7,5+1,5 6,9+1,3 5,7+1,1 4,5+0,8"
> 8 MKn OcHoOBHast 21,2 +42% 12,1 £ 3,5%% 6,8 +1,5%" 1,7 £0,4%*
B KonTponbHas 31,1 £8.5 282+73 254 +5,5 21,5+54
17 sicna OcHoBHast 61,4 +42% 69,2 + 6,8% 60,3 £ 6,3*" 55,1+ 5.2%#
KonTponbHas 49,0+5,5 54,1 +6,3 50,4 +5,7 46,3 +4,8

lIpumeuanue: * crarmcrudeckas 3Ha4UMOCTH (P < 0,05) MeXTy rpynIaMu MAIKUEHTOB, * CTATHCTHYECKAsT 3HAYUMOCTD B TPYIINIE OTHOCHTEIBHO
uHTEpBasoB 1o Bpemenu ( p < 0,05).

Table 2
Postoperative dynamics of changes in the level of globules of fat
Numbe‘r of globules of fat, Group of patients The value of the indicators at the stages of the study after surgery
items, M + ¢ 2h 24 h 48 h 72 h
Index 43+1,1* 2,4 +0,6%* 1,3 +0,3* 0,1 +0,03**
> 50 mu
Control 75+1,5 6,9+1,3 5,7+ 1,1 4,5+0,8*
> 8 mu Index 21,2 +£4.2% 12,1 + 3,5%* 6,8 £ 1,5% 1,7 +0,4*
B Control 31,1 £8,5 28,2+73 254+5,5 21,5+£54
=7 mu Index 61,4+4,2% 69,2 + 6,8% 60,3 + 6,3*" 55,1 £ 5,2%*
Control 49,0+ 5,5 54,1 £6,3 50,4 +5,7 46,3 +4.,8

Note: *statistical significance (p < 0,05) between groups of patients, *statistical significance in the group, relative to time intervals (p < 0,05)

HUXe, YeM B OCHOBHOM rpymme (21,5 u 26,1 coorBet-
cTBeHHO, P = 0,035), a MakcUMaJbHbBIE Pa3IHUIus ObLITH
3a()MKCUPOBaHbl B JIOMECHAX, OTBEUAIOUIUX 3a IMaMSTh
u peub. JlanpHeliee wuccieqoBaHUE KOTHUTHUBHOM
(YHKIMU MPOAOIDKANIOCH MPHU TOCTYIJICHUH B TOPOJI-
CKOW peaOMIMTalMOHHBIN TeHTp. JlaHHble OBLIH pac-
MPEJICJICHbl C YYETOM YPOBHS KOTHHTHUBHOHM JTUC(YHK-
MU ¥ TIPEJICTaBICHBI B Ta0M. 3, 4.

B rpymnmne marueHToB, MOJy4aBIIUX MOAUDHUIIUPO-
BaHHYIO cXxeMy HH()Y3HOHHOW Teparuu, KOJTUIeCTBO I1a-
LIUEHTOB 0€3 KOrHUTUBHOM quchyHkiuu (28—30 6aios)
Ha 15-e cyTku mociie omeparuu ObUTO TIOYTH B 2 pasa

OpuHeHTHPOBKA BO BpeMeHH

Peun

Bocnpoussenenue cioB

Konuentpauus
BHUMAHHA U CYET

== OcHOBHas rpynna
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OpueHTHPOBKA B MecTe

Oosiblile, 4YeM B KOHTposbHOU rpymme (33 mpotus 16),
ypoBeHb pocroBepHoctd < 0,05. Ha 30-e¢ cyTku B oc-
HOBHOM TPyIIIe OTCYTCTBOBAJIM MAIIMEHTHI C BHIPAXKEH-
HBIMH KOTHUTHBHBIMH HapymieHmsMHu (20—23 6amioB),
B OTJIMYHME OT TPYIIIBI KOHTPOJIA, TII€ UX OTHOCHTENIbHAs
BenmnunHa gocturaiga 11,3% ot oOmero koiwdecTBa
MAIMEeHTOB, MEXIPYNIIOBas CTaTUCTUYECKas 3HA4YM-
MocTh — Menbie 0,05. [TarueHTs! ¢ yMepeHHON KOTHU-
TUBHOH nucyHkiuei (24—27 6amios no mkaie MMSE)
COCTaBHJIM OCHOBY B 00enx rpymmax — p = 0,34. Ouen-
Ka KOTHUTUBHOW IUCOHYHKIMH COBHAAaNa MpH HUCTIOJIb-
30BaHMH Kak mkaiel MMSE, tak u Mini-Cog, 4T0 mo-

Puc. 2. PacnpeneneHue 6aioB 1o
mkanre MMSE y nanueHtoB uccie-
JIyeMOif TpyIIIEl Ha 3-1 CyTKH HOCIe
omeparuu

Fig. 2. The distribution of points on
the MMSE scale in patients of the
group under study on the third day
after surgery

INamars

-8~ KoHTpoJbHas rpymnma
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Tabnuma 3
Pacnpenesienne nanueHToB 10 YPOBHIO KOTHUTUBHOM Juchynkuuu Ha 15-e u 30-e cyTku no mkajae MMSE
‘YpoBeHb KOTHHTUBHOI 1HchYHKIUH, CyMMa 0aJJ10B, CyTKu nocJie onepanuu
KOJIMYeCTBO NMAaNMeHToB (a0coTI0THOE/0011ee) 15-¢ 30-¢
I’pynms! manmeHToB 1A 2A 1b 2b
Mini Mental State Examination 28-30 16/75 33/75 23/75 43/75
(MMSE) 24-27 41/75 35/75 44/75 32/75
20-23 18/75 7/75 8/75 0
Table3
Distribution of patients by the level of cognitive dysfunction on the 15th and 30th day on the MMSE scale
The level of cognitive dysfunction, score, number of patients Days after surgery
(absolute/total) 15t 30th
Groups of patients 1A 2A 1B 2B
Mini Mental State Examination 28-30 16/75 33/75 23/75 43/75
(MMSE) 24-27 41/75 35/75 44/75 32/75
20-23 18/75 7/75 8/75 0
Tabnuuna 4
Pacnpenesnenue nanueHToB 10 YPOBHIO KOTHUTUBHOM Juchynkuuu Ha 15-e u 30-e cyrku no mkaJje Mini-Cog
YpoBeHb KOTHUTHBHOI JHC)YHKIMH, CyMMa (0aJLJ10B, CyTkH nocJie onepanuu
KOJIM4eCTBO NMAallMeHToB (a0co/1I0THOE/ 0011 ee) 15-¢ 30-e
I'pynms! maneHTOB 1A 2A 1b 2b
Teer Mini-C 5 GayioB 14/75 30/75 22/150 41/75
ect Mini-Co
¢ 4 Ganna 45/75 39/75 46/75 34/75
3 Oayuta u MeHee 16/75 6/75 7/75 0
Table 4
Distribution of patients according to the level of cognitive dysfunction on the 15th and 30th day on the Mini scale-Cog
The level of cognitive dysfunction, score, number of patients Days after surgery
(absolute/total) 15th 30th
Groups of patients 1A 2A 1B 2B
.. 5 points 14/75 30/75 22/150 41/75
Test Mini-C
est M08 4 points 45/75 39/75 46/75 34/75
3 points and less 16/75 6/75 7/75 0

3BOJISIET PEKOMEH/I0BAaTh UX NPUMEHEHHUE y MalleHTOB,
[IEPEHECIINX NIEPBUYHOE IIPOTE3UPOBAHKUE Ta300€APECH-
Horo cycrasa. Cieayer oTMeTHTh TOT (akT, 4to 3 ma-
nyeHTa u3 | Tpymmel ¢ mociaeonepanuoHHbIM IETHPUEM
ObUIM TOCHHUTAIM3UPOBAHBI Ul PeaOMIMTALMH Yepes3
30 cyTok mocie onepanud W UMENH OICHKH YpPOBHS
KOTHUTUBHOH nucdyHKuu no mkane MMSE — 20, 21
u 23 Gaa COOTBETCTBEHHO, a 1o mikane Mini-Cog — 2
Oasa.

Ha ocHoBaHWM MONMy4YeHHBIX IAHHBIX OBUT MpPOBeE-
JICH aHAJIN3 B3aUMOCBSI3U MEKIY NU3MEHEHUSIMH BOIHO-
JIEKTPOJIUTHOTO COCTOSIHUS M YKHPOBOM TIIOOyiIeMHen,
a TaKXKe YPOBHEM >KHPOBOW IIOOYJIEMHUH U KOTHUTHUB-
HBIM JI€(UIIUTOM.

[louck acconmanuii MeXmy 3JIEKTPOJIMTAMHU KPOBU
U KOJIMYECTBOM JKHPOBBIX TJIOOYN B MHTEpBajax 4epe3
2 94 u 24 49 mocIie orepanuy Mmokasayil Hanudue ciadoit
MOJIOKHUTEIBHON B3aUMOCBSI3U — KO3 UIIMEHT KOp-
peNsiM MEXIy KOHLEHTpalueld HOHOB XJIOpa M KO-
JMYECTBOM JKUPOBBIX TIIOOYN B KOHTPOJBHOW TpymIe
r-ITupcena cocraBun 0,19.

Mexay ypOBHEM KOTHUTHUBHBIX HApyLIEHUH U KU-
POBO#i mTOOyIIeMuei MPOBeIeH TTOMCK acCOIHAIIAHN C TI0-

Mol aHaim3a r-CnmpMmeHa. Mexay KOJINYeCTBOM
JKUPOBBIX TOOYN pa3MepoM Oosee 8 MKM M CTENEHBIO
KOTHUTUBHBIX HapylIeHUH OOHapyKeHa CHJIbHAs OT-
punarensHas cBs3b (I = —0,71), B To BpeMs Kak Mexay
YPOBHEM JKHPOBBIX TIOOYnT pasmepoMm Oomee 50 MM
r-kpurepuit Criupmena coctasui —0,89, a Mexkay KHUpo-
BBIMHU IT0OymamMu 1—7 MKM oOHapy’KeHa CHIIbHAS TT0JI0-
JKUTeIbHas ¢Bs3b (I = 0,74), 4T0, BO3MOXKHO, CBUIACTEIIb-
CTByeT B II0Jb3y HAIU4YUS IPUYNHHO-CIIEICTBEHHON
CBSI3U MEXIly YPOBHEM JKUPOBOH roOyinemun u JKO.
Oocyxnenue. llomydeHnble pe3yabTaTel O HAIH-
yun 3apucuMocTH (r-ITupcona = 0,19) mexay BogHO-
ANIEKTPOIUTHBIM COCTaBOM KPOBH U CTETIEHBIO YKUPOBOI
m100ylIeMUH CBUIETEILCTBYIOT O TOM, YTO M3MEHEHHE
BOJTHO-3JIEKTPOJIMTHOTO COCTaBa BIMSIET HAa KOTUYECTBO
JKUPOBBIX TNOOyn. M3MeHeHust y OONBHBIX, MOTy4aB-
mmx 0,9% pacrop NaCl, 3akOHOMEpHBI, TIOTOMY YTO
B coCTaBe HMH(Y3MOHHOIO PACTBOPA MMEIOTCS TOJBKO
2 3JEKTPONINTa — XJIOP U HAaTpUW — B BBICOKOM KOH-
neHrpaund — 154 mmons/n. C aApyroi CTOpoHbI, pac-
tBop CrepodyHanHa iSO UMEET B CBOEM COCTaBe Ha-
00p 3IEKTPOINUTOB, MIPUOIMKEHHBIH K COCTABY IJIa3Mbl
KpPOBH, ¥ U3MEHEHMs BOJHO-3JIEKTPOIUTHOTO COCTaBa
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HE HECYT CTaTUCTHUYECKON 3HAYMMOCTH BHYTPHU TPYII-
el (p > 0,05). IlosToMy cTaOUIBHOCTB 3IEKTPOIUTHO-
ro OanaHca okazana CAEp)KUBAroIllee BIUSHHUE Ha POCT
XKHUpOBOU mmoOynemun. CxomHas kKapTuHa oOHapyKeHa
B DKCIIepUMeEHTe iN Vitro panee [16]. Dmymnbrupyroriee
neiicteue npenapara ['enody3uH Ha KUPOBBIE TIIOOYITBI
BO3MOYKHO CBSI3aHO C COpOIMEN CBOOOIHBIX KHPHBIX
KHCIIOT ¥ TPUIIMIEPHUIOB B MPUCYTCTBUH CYKITMHATA,
BXOJIAIIETO B COCTaB pacTBOpa MOAUDUIIMPOBAHHOTO
KelaThHa. B 0CHOBHO# TpyTiTie mpeodiaaaroT )KUPOBBIE
100ynbl 1—7 MKM, B TO BpeMS KaKk B KOHTPOJBHOH —
6osee 8 MkM. Kak m3BeCTHO, YeM MEHBIIIE pa3Mep TIIO-
Oys1, TeM OOJbllle TTOBEPXHOCTh KOHTAKTa M IUIOIIAb
COIIPHUKOCHOBEHHUS JKUPOBBIX TIIOOYI ¥ SHIOTEHHON JTH-
a3bl, BBICBOOOXK/IAIOMICH CBOOOHBIC YKUPHBIC KHUCIIO-
THI. 3a CUET ATOTO YCHIIMBAETCS AMYIBIHPYIOIIee AeH-
CTBHE TIperiapara PeMakcon Mo yTHIM3aIlMH KHPHBIX
KHCJIOT, TaK KaK B €r0 COCTaB, KPOME CYKITHATA, BXOTUT
M METHOHUH, SIBJISFOIIMKACS WCTOYHHKOM JUISl CHUHTE3a
9H/IOT€HHOTO KapHUTHHA, YYaCTBYIOIIETO B YTHIN3AIINU
CBOOO/THBIX KHUPHBIX KHCIIOT, BXOJSIIUX B COCTaB KUPO-
BBIX II00YII, MOTEHIIUPYETCS UX CIUSHUE C YBEINYCHU-
eM paszMmepa U 3MOosI00nacHoCTU. B cBOIO ouepenp, 3T0
CIOCOOCTBYET TPAHCIIOPTY OJICMHOBOMN KUCIIOTHI B KJIET-
Ky ¥ MUTOXOHJIPHH C TIOCTISTYFOIIUM METaOO0IU3MOM.

YMeHbIIIEHHE KOJMYECTBA IUPKYJIUPYIOIIUX IKH-
POBBIX TIIOOYT MOXKET OBITH CBSI3aHO C OTCPOYECHHBIMHU
addexramu nHpy3noHHOTO npenapara Pemakcoin. Cyk-
[IMHAT, BXOJALIUI B €ro COCTaB, 00JalaeT MOTSHIUPY-
FOLIUM 3MYJIbTUPYIOIIMM JICHCTBHEM Ha JKUPOBBIC IJIO-
OyJIBI.

[To-Bunumomy, omHokpaTtHas unpys3us 800 mi mpe-
napara Pemakcon mocie mepBHYHOTO MPOTE3UPOBAHUS
Ta300e[pEeHHOTO CyCTaBa SBISETCS JOCTATOYHOM JUIs
CHIDKEHUS KOHIIGHTpalMd CBOOOTHBIX JKUPHBIX KHC-
JIOT W TIOCJIEAYIOIICT0 YMEHBIICHUS LUPKYJIUPYIOIIHX
KUPOBBIX TIOOYNT Y OOJBIIWHCTBA MPOONIEPUPOBAHHBIX
OOJIBHBIX.

Hanuuue cunpHOM OTpULATENBHOM —acCCOLMALMU
(r-Cnimpmena = —0,89) Mexy KOTHUTUBHOH AUCOHYHK-
1uell M JKUPOBOHM TIOOyIeMuer CITy>)KUT TMOJATBEepPIK/Ie-
HUEM MHKPOIMOOIUYECKOM MPUPOABl KOTHUTHUBHBIX
HapyIIeHUH MOCJe OPTONEANYECKAX W TPABMAaTOJIOTH-
yeckux onepanuii. JKupoBbie rio0yiibl pazmMepom Ooliee
8 MKM B IMaMeTpe JIeTKO MPOHHUKAIOT YePe3 COCYIANCTHIC
ITYHTBI B JIETKUX U BBI3BIBAIOT OKKITFO3UI0 MUKPOLIUPKY-
JIATOPHOTO PycCiia TOJOBHOTO MO3Ta C TOSBICHHUEM KOT-
HUTUBHOTO jaedunura. KupoBbie TIOOYIBI pa3zMepoM
1-7 MKM yBeNTMYHMBAIOTCA B CBOEM KOJIIMYECTBE K KOHILY
MEPBBIX CYTOK U B MOCIEAYIONIEM YTHIU3UPYIOTCS Ye-
pe3 P-okucneHne CBOOOMHBIX KUPHBIX KUCIOT W LUK
TPUKAPOOHOBBIX KHUCIIOT, @ TAKXKE MMOJIBEPraroTcs (aro-
LUTO3Y. BBISIBICHHBIN paHee B SKCIICPUMEHTE dMYJIbIH-
pyromuii 3pdext psga KpoBe3aMeHHUTEIICH Ha KUPOBBIS
[J100YJIbI TO3BOJIIET HE TOJBKO HCIOJIB30BATH HX JIJIS
MPO(UIAKTUKY KOTHUTHBHBIX TIPOSIBICHUH YKHPOBOH
3MOOJIMK COCY/IOB TOJIOBHOTO MO3ra, HO M PACIIUPUTH
MoKCK (papMIpenapaToB, MOTSHIIMATHLHO O0JIaAr0IINX
TaKUM JEUCTBHEM.

BoiBonbl. 1. KoppensuuoHHasi CBSI3b MEXIY IIO-
SIBICHUEM B CHUCTEMHOM KPOBOTOKE JKHPOBBIX IIOOYI
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JMaMeTpoM Ooiiee 8 MKM M Pa3BUTHEM KOTHUTHBHOW
JUC(yHKINN Y TAUEHTOB MOCIIE HA0NPOTE3NPOBAHHUS
Ta300€/IPEHHOr0 CyCTaBa CBUCTEILCTBYET 00 3MOOIH-
YEeCKOH MpUpoJie ee pa3BUTHAL.

2. BxiroueHne B COCTaB MepHonepanuonHon nHpy-
3noHHOU Tepanuu [enodysuna, CrepodyHanHa H30TO-
HUYecKoro U Pemakcona oOecrieunBaeT BbIPaKCHHBIN
AMYIBIUPYOIMUH d(h(heKT Ha )KUPOBBIE TTIOOYIBI, TTOSB-
JSIFOIIUECS] B KPOBOTOKE B TIEPBBIC CYTKH TIOCIE SHJIO-
NPOTE3UPOBaHUS Ta300€IPEHHOT0 CyCTaBa, U CHUXKAET
BBIPDAKEHHOCTb  IIOCJICONEPALMOHHON  KOTHUTHUBHOM
TUCHYHKIINH.

Konankr uHTEepecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

duHaHcupoBaHme. VccienoBanue He UMEIIO CIIOH-
COPCKOH MOANEPKKU
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