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BBenenue

bonesns Bunscona (bB) (6one3np Bunbcona — KoHnoBanoBa, remarosieH-
TUKYJISIpHAs JIeTeHepalus, remnarornepedpanpHas AucTpodus) — peaKoe HaclIe -
CTBEHHOE ayTOCOMHO-PEIIECCUBHOE 3a00JI€BaHNE, 00YCIOBICHHOE HApyIIEHUEM
obMmeHa Meau B opranusme. Berpedaromasics ¢ yactoroi 1 Ha 30 000 gen. bB
cBs3aHa ¢ myTtairuei B rene ATP7B [1]. OcHOBHBIE NAaTOJIOTUYECKHE U3MEHEHUS
MPOUCXOAT B MEUYECHHU U TOJIOBHOM MO3re. OIHAKO MOpaKEHHE MOYKET OXBAThI-
BaTh JIpPyTME€ CHUCTEMBbI, BKJIIOUasl CEPJIEUHO-COCYIUCTYIO, TOUYKH, POTOBHUILY, CY-
CTaBBl.

B Hopme menp, mocTynaromias ¢ nuiiei, abcopOupyercsi B TOHKOM KHIIIKE,
CBSI3bIBACTCSl C O€JIKaMU B TIE€YEHU U BBIBOJAUTCS C kemubto. OgHako npu bB
BciieacTBUe MyTtauuu B reHe ATP7B 3ToT mpouecc Hapymaercs. Y Ka3aHHBIM
re€H KOOUPYET MeAb-TpaHcnoptupyromy ATda3y, koTopas UMEET pelaroliee
3HA4YCHUE JJIsl BHIBEJCHUSI U30BITKA MEAU B JKEJIUb U €€ BKJIIOUEHUS B LIEPYJIO-
M1a3MUH, 0€JI0K, KOTOPBIM EPEHOCUT MeIb B KPOBOTOK. B pesynbrare Hapyiie-
HUSI ATOTO Mpoliecca B KJIETKaX MEUYEeHU CTAHOBUTCS CIUIIKOM MHOTO MEJIU, YTO
MPUBOJUT K UX MOBpEXAeHUIO U ThOenu. [locTeneHHO Meah MPOHUKAET B CH-
CTEMHBI KPOBOTOK M HAYMHAET OCENAaTh B APYTMX OpraHax, BbI3bIBas TOKCHYE-
ckue 3 dextrl [2—4].

Knunnueckas kaptuna bB odennr BapuaOenbHa, CUMITOMBI OOBIYHO TO-
ABJISIIOTCS B Bo3pacte oT 5 10 50 ner. YV marnueHToB MOTYT HaOII01aThCs Mede-
HOYHBIC MPOSBICHUS (XPOHUUECKUN TeMaTUT, IUPPO3 WIM OCTpasi MeUCHOUYHas
HEJIOCTAaTOYHOCTh), a TaKKE HEBPOJIOTHYECKHUE CHUMMTOMBI (TPEMOp, ITHUCTOHUS,
W3MEHEHHUS! JIMYHOCTU U KOTHUTUBHBIC HAPYIIICHHUS ).

CoueraHne NEYEHOUYHBIX U HEBPOJIOTMUYECKUX CUMITOMOB 3aTPYIHSIET AU-
arHOCTHUKY, TIOCKOJIbKY OHU MOTYT OBITh aHAJOTUYHBI TIPOSIBIICHHUSAM JIPYTUX 3a-
OoJieBaHUM, YTO TPEayCMaTPUBACT MOBBIIICHHYIO OJUTEIBHOCTH Bpadeill mpu
oOcne0BaHUM TAIMEHTOB C HEYTOYHCHHBIMU 3a00JI€BaHUAMH TICYCHH WA

HEpPBHOU cucTeMBI [S5—T7].



Jlnarnoctuka BB 00bIYHO BKIIIOYAET cOUYETaHHME KIMHHYECKOro o0cieso-
BaHUS M J1a00OpaTopHBIX aHanu3oB. OcMOTp Bpada-odranbMonora HEOOXOAUM
st onipeneneHus Hanmuus koJeny Kaiizepa — ®@neiimepa (K®) na porosuiie B
pe3yJbTaTe OTJIOKEHUS MEJU, B TO BPEMSI KAK OCHOBHBIMU JIAOOPATOPHBIMU U~
arHOCTUYECKUMH KPUTEPUSMH SIBISIFOTCS HU3KUI YpOBEHBb LEPYJIOIJIa3MUHA B
CBIBOPOTKE KPOBH U MOBBIILIEHHOE BBIJIEJIEHUE MEAU C MOYO [4, 7].

I'enetnyeckoe TectupoBanure Mmytanuu B reHe ATP7B noaTBepxnaer nu-
arHo3 M IMOMOTAET B BBISIBJICHUU YJIECHOB CEMbH, MOJABEPKEHHBIX PUCKY. B HEKo-
TOPBIX CIy4YasiX MOKET MOTPEOOBATHCS OMOIICHS TIEYEHU JIJIsl HEITOCPECTBEHHOM
OLICHKM HAKOILJICHHON MEJIH.

BaxnbiM acniektom BB siBnsieTcss ee moreHuuanpHas oOpaTUMOCTb MPU
CBOEBPEMEHHOI TMarHOCTUKE U JieueHUH. OCHOBHOM LEIBIO TEPAIIUU SIBIISIOTCS
BBIBE/ICHHNE M30BITOYHON MEIU M3 OpraHu3Ma U MPEOTBpAIlCHUE €€ JajbHeH-
IEro HaKoruieHus. J[Jig 3TOro NpuMeHSIOT XEeIaTUPYIOIIME BEMIECTBA, TAKUE KaK
D-nenunmmiamun (1) win TpueHTHH, KOTOPbIE CBS3BIBAIOT MEb U BBIBOJST
ee yepe3 nouku [18]. BO3MOXHO HCIONB30BAaHUE IIMHKA, KOTOPBIA CHUMXKAECT
YPOBEHb BCAChIBaHUSI MeAW B KulleuHuke [8, 9, 18]. [Ipu oTrcyrcTBUN JieueHus
3a00sieBaHUE HEU30EKHO MPOTPECCUPYET, YTO MPUBOIUT K (paTaJIbHBIM TOCIIEI-
CTBUSIM.

B craTbe paccMOTpeH KIMHUYECKUM Cilydai MmaiueHTku ¢ bB, B kotopom
MPOAEMOHCTPUPOBAHBI CJIOKHBIE ACMEKThl JUATHOCTUKUA W JICYEHHS, a TAKKE
00CYXJIeHbI aKTyaJIbHbIC JaHHBIEC IO MATOr€HE3Y, TUArHOCTUYECKUM KPUTEPUSIM
3a00JIeBaHUs U COBPEMEHHOMU (papMakoTepanuu.

Kinunnueckuii ciyuai

[Tariuentka C., 55 net, moctymnuia ¢ xago0aMu Ha: MEPUOANIECKUE OOTTU
TYHOTO XapakTepa B MPaBOM M0JIpeOepbe, HOCOBBIE KPOBOTEUCHHUS, CHUKEHHBIH
amnmeTuT U 00IIyI0 c1aboCTh.

W3 anamHe3a marMeHTKH: BIEpBbIe OOJIM B MPaBOM MOJpEOEpbe TMOSBU-

muck B 1986 r. OnHa OblIa roCIUTATM3UPOBAHA B OOJIBHUILY CKOPOM MEIUIMH-



ckoit momomu r. KpacHomapa, rae Oblla AHMAarHOCTUPOBAHA JKEITYHOKAMEHHAS
00JIe3Hb U PEKOMEH/I0BAHO XHUpyprudeckoe jedeHue. OT MpeasioKeHHOU ore-
pauuu OOJbHAs OTKa3ajlach. YKa3zaHHbIE OONM MEPUOAMYECKH BO3ZHUKAIN IPU
NOTPENIHOCTAX B JUETE, OJHAKO 32 MEAUIIMHCKOMN MMOMOIIBIO MAalIUEHTKA JIOJIT0e
BpeMs He oOpalanach.

13.03.2023 — B pe3ynbTaTe OCTPOTrO MPHCTyIa 60Jei B MpaBoM moapede-
pbe M SIUracTpuu NMOTpedoBanach dKCTPEHHAS] FOCIHUTAIM3AIMS B XUPYpruye-
ckoe otaenenne ['bY3 «Hayuno-uccnenoBarensckuii ”HCTUTYT KpaeBoi kiu-
Huyeckor OonbHUIBI Ne 1 nmenu npodeccopa C. B. O4anoBckoro» MUHHUCTEp-
ctBa 311paBooxpaneHust Kpacnonapckoro kpas (KKb Ne 1).

VabTpasBykoBoe wucciaenoBanue (Y3M) opraHoB OpromHON MOJIOCTH
(OBII): mpu3Haku BbIpaKEHHBIX AUQPGY3HBIX HU3MEHEHUN IE€UEHHU, MOKEy-
JIOYHOM KeJIE3bl, CTEHOK 3aCTOMHOTO KEIYHOTO ITy3bIps.

Kommnbrorepnas tomorpadus (KT) OBII: npusHaku unuppos3a IE€UY€HH,
NOPTAJIBHOMN TUIIEPTEH3UH, OCTPOrO XOJEIUCTUTA, KOHKPEMEHTOB KEJIYHOTO ITy-
3bIps, KOHKPEMEHTA B ITy3bIPHOM ITPOTOKE pa3zMepoM A0 9 Mm.

14.03.2023 BbIITOTHEHA JIAAPOCKOMUYECKAsA XOJECHUCTIKTOMUA 1O MOBO-
Zy OCTPOTO KaJIbKYJIE3HOTO XOJELIUCTUTA.

[Tocne onepanuu nauMeHTKa KOHCYJIbTUPOBaHA FACTPOIHTEPOIOTOM, IHA-
ro3: [{luppo3 neyeHn HeyTOUHEHHOW 3THOIOrMU. CHHIPOM MOPTAJIBHOW rUIep-
TEeH3UU (ACIUT, JUjaTalds BOPOTHOW BEHBI), TUTIEPCIICHU3M (TPOMOOIIUTOTIE-
HUS, aHEMUs), TeMaTOLEIUIIONISIpHAas HEOCTaTOYHOCTh | crenenu (runepOusu-
pyOuHemus, koarysomnartusi). PekoMeH10BaHO JieueHue NpenapataMu ypcoJes-
okcuxoneBoit kucnotsl (YXK), nnypeTukaMu U cria3MOJIUTHKAMH.

Ha nisThie cyTku mocne onepanuu 1no pesyjibraTaM OMOXUMHUYECKOIO aHa-
Jn3a KPOBU OblIa BBISIBJICHA TuUnepOunupyOuHeMus: oOmuid OunmupyOuH —
146,60 mxmonw/n (N 3,40-20,50), mpsimoii Ounupyoun — 83,70 MKMOJB/N
(N < 8,60). ITo nanaeiM Y3U OBII: aumatanus KeT4eBBIBOASIIUX MPOTOKOB

(Xo0me10xX B MPOKCUMAIBLHOM OT/ielie 8—9 Mm).



JI71s1 MCKITIOYEHUS MEXAHUYECKOM JKENTYXH BBIMOJIHEHBI YHI0CKOTUYECKAs
perporpanHas xosanruonankpeatorpadus (OPXIID') ¢ manminochuHKTEpOTO-
MHUEH, TUTOTPUIICUS U JUTOIKCTpakuus. [locne onepaTuBHOrO BMENIATEILCTBA
KIIMHUYECKOE COCTOSIHUE MAlMEHTKU yIy4dluiaock. [Ipy BeIMUCcke oHA MOTy4yunia
PEKOMEHJIAlMK IS JalibHEeIero HabItoIeHHsI U JICUEHUS Y TaCTPOIHTEPOJIOTa,
OJIHAKO WX HE BBIMOJHUIIA.

B nexabpe 2023 r. GonbHas koHCynbTHpoBaHa xupyprom I'bY3 «Kpaesas
KJIMHU4YecKast 6onpHuIa Ne 2) MUHUCTEpCTBA 3paBooxpaneHus: Kpacnomapcko-
ro kpas (KKb Ne 2) B cBsi3u ¢ xajiobaMu Ha Tymbie O0JK B TpaBOM Mojipedephe,
U3KOTY, 00IIyI0 c1ab0CTh U HOCOBBIE KPOBOTEUECHHS, @ TAKKE BHITITYUBAHUE B
00JIacTU MOCJIEONEPalMOHHOIO pyoIa nepeaHend OpromHoni cTeHku. J[uarnos —
IpbhKa MepeaHeil OPrONIHOM CTeHKH 0e3 HempoXoauMocTH. C y4eToM JaHHBIX
aHaMHe3a U HeOOXOJAMMOCTH B MPOBEJACHUU T000CIEOBAHUS C IIEJIbI0 YTOUHE-
HUSI TUarHo3a U KOPPEKIUU JICYEHUs MalMeHTKAa TOCIUTAIU3UpOBaHa B racTpo-
sHTEeposornyeckoe Tepanestuieckoe otaenenue ('3TO) KKb Ne 2.

[Ipy moctymiaeHuHd COCTOSIHME OOJIbHOW OLICHMBAIU KakK YIOBJIETBOPH-
TenabHOe. OOBEKTHBHO: NPHU OMPOCE 3aMETHA JAU3apPTpHsl, MPOSBISAIOIIAICS 3a-
TOPMOXEHHOCTBIO U 0OPBIBUCTOM peunto. [Ipyu ocMoTpe: UKTEPUUHOCTh KOKHBIX
MMOKPOBOB, MaJIbMapHasi YpUTeMa U TEJICAHTUIKTA3UU HA BEPXHEH YacTH TPy HOU
kieTku. HabGnroganu TpeMop pyK U TOJIOBBI, KOTOPBIM, CO CJIOB MAIMEHTKH, CO-
MPOBOXKAA €e MHOTHe rojbl. [Ipyu manpnanuu >KMBOTA MEYEHb ONMPENEsIn Ha
YpOBHE Kpasi peOepHOW Iyru, cele3eHKa He malibnupoBaiack. MHIAEKC Macchbl
tena — 30 kr/m? (oxupenue I crenenn). [IpueM anKorojabHbIX HAIMTKOB M IPY-
I'MX TOKCUYECKHUX BEIIECTB OTpUIlaia.

[TaniueHTKE MPOBEIEHBI OOCIICIOBAHNUS

— Y31 OBII — npu3zHaku quppo3a Me4YeHH, CINICHOMETAINH, TOPTaIbHON
TUIIEPTEH3UH, YBEJIMUCHHUS pa3MepoB U AU(P(DY3HBIX WU3MEHEHHUM MOJKETya04-
HOM JKeJie3bl, YMEPEHHON KAJIIMKOMUEI03KTa3UN CHpaBa, MUHUMAIBHOTO KOJIH-

YECTBA JXUIKOCTH B MaJIOM Ta3y.



— 3D30(aroracTpo1yoIEHOCKOINS — BAPUKO3HOE PACIIUPEHNUE BEH MUIIIE-
Boja (BPBII) II crenenu. Ilo pesyiapTaram 1abopaTOpPHBIX HCCIIEIOBAaHUN BBI-
sBIieHbl: TpoMOouuTonenus — 65 - 1079/n (N 150—400), runepOounupyOnHemMust
— 32,8 mxmounp/i (N 1-15), runoansoymunemus — 34 r/1 (N 35-52); CHU>KEHBI
ypoBHH o011ero 6emnka — 53,2 v/ (N 64—83), CBIBOPOTOYHOM XOTMHACTEPA3HI 10
3903 Ex/n (N 5320-12920) u uepynomrazmuna — 0,1 r/in (N 0,16-0,45); npo-
TpomOuHOBOE Bpemsi — 14,9 ¢ (N 9,4-12,5), acnapraramunotpancgdepaza (ACT)
— 40,8 En/n (N 1-32), amaamHamunotpanchepasza (AJIT) — 16 Ex/nm (N 1-33),
ramma-riaytamuitpancdepasa (ITT) — 67 En/n (N 5-36), menounas docdarasza
(II®P) — 130 Ex/m (N 35-104). WckitoueHbl BUPYCHbIE T€MAaTUTHI. TecT CBA3bI-
BaHUs YUCEJI JUIsl OLIEHKH CTENEeHU neyeHoyHo sHuedanonatuu (I19) cocraBun
150 c (coorBeTcTBYET 2—3 cragusim [19).

KoHncynbranus Bpada-odpransmoiiora — oOHapyskeHbl kosiblia Kaitzepa —
Oneiimepa (KD).

Koncynpranus Bpaua-HeBposnora ot 16.02.2024, nmarnos: bB, npoxa-
TenbHasi ¢opMa. BeIpakeHHBIN MOCTYpaqbHO-KUHETUYECKUM U MHTEHIIMOHHBIN
TPEMOP PYK, TOPU3OHTAIBHBINA TPEMOP T'OJIOBBI, IU3APTPHUS, MO3KEUKOBAS ATAK-
cusl.

Ha ocHoBaHuu BbIII€yKa3aHHBIX UCCIEAOBAaHUIN MAIUEHTKE OBbLIT BHICTAB-
neH auarHo3: bB (cmemannas ¢opma: abnomMuHanbHas U 1epedpanbHasi), Lup-
po3 nedeHu kinacc B mo meroauke Yaitnga — Ibto (7 OamioB), CUHIPOM MOP-
tanpHOM runepren3uu (BPBII II crenenu, acuur, cruieHoMeranus), TUIEpCILIe-
HU3M (TpoMOouuTONeHus ), neueHouHas sHuedanonarus (I19) II-11I cragun.

Ha3naueno nedenue: Menb-3TUMUHUPYIONIAs Tepanus (MeHUIUUIAaMUH B
HadaJIbHOU J03UpoBKe 125-250 Mr/c ¢ MOCTENeHHbIM €€ yBenudeHueM ao 1,5—
2,0 r/c) B coueTraHuu ¢ MUPUIOKCUHOM — 25 Mr/c, KapBeawson — 6,25 mr/c nox
KOHTpoJieM aptepuaibHoro nasiaeHus (AJl). dns nedenus 11D HazHauyeHBI: J1ak-
Tyno3a — 15-20 mn 1-2 pa3a B cyTku, OpHUTHH — 5 T 1-2 pas3a B CyTKU JJIUTENb-

HO U pudakcumun — 400 Mr Tpu pa3a B CyTKH B TeueHue 14 aH.



[TanpeHTKE pEKOMEHJOBaHA KOHCYJbTAlUMsl Bpaya-reHETHKA IS POJ-
CTBEHHUKOB NIEPBOM JINHUU C LIEJbIO Pa3bsICHEHUS] TEHETUUECKOTO PUCKA, a TaK-
xe 00CYXIEeHHsSI BO3MOXHOCTEW MPEHATaIbHOW M MPEUMIIAHTAMOHHOW Jua-
rHocTukd. [lanMenTke Ha3Ha4YeHbl HAOIIOACHHE M KOHTPOJIbh 3((HEKTHBHOCTH
MPOBOJIMMOM Teparuu Ha aMOyJIaTOPHOM JTarle.

O6cy:xxnenue

Kinnanvecknit cimyyaid manueHTk C. IEMOHCTPHUPYET CI0KHOCTH CBOE-
BPEMEHHOW OUAarHoCcThku bB, ¢ KOTOphIMU CTaIKMBAIOTCS BPAadd Pa3HBIX IPO-
¢buneil B KIMHUYECKON pakTUKe. Y OOJBIIMHCTBA MalMeHTOB ¢ bB nopaxxenue
MEYCHU SBJISICTCS] OJHUM U3 KIIFOUEBBIX MPOSBICHUN U MOXKET BhIpakaThcsi Oec-
CUMIITOMHBIM TMOBBIIIEHNEM OMOXMMHYECKUX MOKAa3aTeNel, pa3BUTHEM LUPPO3a
WIM OCTPOU IEYEHOYHON HEJOCTATOYHOCTH. DTO MOATBEP/KAAETCS JaHHBIMU 28-
jgeTHero HabOmonenus 3a 133 manmuentamu ¢ 3a0ofieBaHueM: y 93 U3 HuUX
(69,9 %) npeobnaganu neyeHouHbIe nposBieHus, y 27 (20,3%) — HeBpoJioruye-
ckue, ay 13 (9,7%) — npyrue knmunuueckue cumntomsl [10]. Ha pannux craau-
X TaKhe€ CUMITOMBI 3a00JieBaHus, Kak OOJM B MPABOM MOJpeOephe, KeaTyxa
WJIU TemaToOMeTralivsi, MOTYT ObITh HeCHEIU(DUUHBIMU U OIIMOOYHO UHTEPIPETU-
POBaHbI KaK MPU3HAKU JIPYTOW MATOJIOTHH.

bone3snp BunbCcoHa MOXKET XapaKTEpPU30BATHCA LIMPOKUM CIEKTPOM
HEBPOJIOTUYECKUX MPOSBICHUI W HApyIIEHUIN: AU3ApTPUs, JUCTOHUS, TPEMOP U
ap. [11]. TlepBeie mpu3Haku 3a00JieBaHUSI MOTYT MOSIBUTHCS OJTHOBPEMEHHO C
MEYEHOYHOW CHMNTOMATUKON JIUOO yepe3 HecKoJbko JieT [12]. MHorooGpasue
KIIMHAYECKUX TIposiBiieHni bB o0yciioBnuBaeT He0OXOAMMOCTh BKIIOUEHHUS €€ B
mudepeHnanbHy0 JMarHOCTUKY NPU HEYTOUHEHHBIX 3a00JIEBAHMSIX MEYEHU
WJIA HEPBHOU CHCTEMBI.

C ydeToM coyeTaHUs UUPPOTUUYECKUX M3MEHEHHMI MEYEHH, MOPTAIBHON
TUIEPTEH3UH, HEBPOJOTUYECKUX CUMITOMOB (TPEMOp PYK, TOJOBBI) U OTCYT-
CTBUA JAPYTHX (PAKTOPOB MOBPEKICHUS TEYCHH (BUPYCHI, TOKCHMUECKOE WU

aMMEHTapHOE BO3JEHCTBUE) Y MALMEHTKH BO3HUKIIO MPEANOJOXKEHHE O CH-



CTEeMHOM 3a0osieBaHuM. {151 MCKITIOYEHUs] METa0OIMYECKUX HapyIIEeHUI ompe-
JIEJIEH YPOBEHb LIEPYJIOIUIA3MUHA B CBIBOPOTKE KPOBH, TaK KaK €ro CHUYKECHHE
ABJISIETCA BaXKHBIM MapkepoMm bB. Brissienne kosenny KO oxoHYaTenpbHO MmOJI-
TBEpAWJIO 1rarHo3 bB, a KoHCynbTalys HEBPOJIOTA MMO3BOJIMIIA OLIEHUTH HEBPO-
JIOTUYECKUI CTATyC MallUEHTKH.

OO0byHO Hanmmuue kosen K@, moHWKeHHbIN ypOBEHB LEPYJIOIJIa3MHHA B
KpoBU (MeHee 10 Mr/mi) W MOBBIIEHHAS CYyTOYHAs! SKCKPELUsS MEIU C MOYOU
CIIy’KaT OCHOBAHHMEM [JIsl MOCTAHOBKU JHarHo3a. OJHaKO B HEKOTOPBIX CUTya-
IUAX MOTYT MOTpeOOBaThCA ONOJHUTEIbHOE OOCIEIOBAHME, BKIOYas OMOM-
CHIO MEUYEHU ISl KOJMYECTBEHHOTO ONPEEICHUs COJIepKaHusl MeIu B OuonTa-
Tax, a TAKKE MOJEKYIAPHO-TEHETUYECKOE TECTUPOBAHUE IS BBISBJICHUS IATO-
reHHbIX BapuaHToB B reHe ATP7B. B mo6om ciryyae HU OUH JUArHOCTUYCCKUM
TecT He MoxkeT noaTeepanuTh bB co 100%-i1 BeposTHOCTHIO.

BaxHO MpoBOAUTH KOMIUIEKCHYIO TMAarHOCTUKY, JUIsl 3TOro Kpurepuu bB
OLICHUBAIOT 110 JIEUNIUICKON IIKaJle, KOTOPasi OCHOBBIBAECTCS HA BCEX IOCTYII-
HBIX MeTojax oOcnenoBanus [12, 13]. Jluarnos cuuraercs yCTaHOBIEHHBIM MIPU
Habope 4 6amioB u Oonee [12]. Hannuue xonen K@, BoipakeHHOM HEBPOJIOTH-
YECKOW CMMITOMATUKHA U CHUKEHHOI'O CBIBOPOTOYHOI'O YPOBHS LIEPYJIOIIA3MHU-
Ha, 4YTO B COBOKYMHOCTH OLICHMBAETCS B MATH OayioB mo Jlednuurckoil mkase,
MO3BOJIMJIO yCTaHOBUTH nuarHo3 bB. Ilocime ero moarBepaeHUsT HAUMHAETCS
CJI0>KHBIN MPOLIECC JICUEHUS], MPEAYCMATPUBAIOIINN KOMIUIEKCHBIN noaxo. [1o-
CKOJIbKY 3a00JieBaHMe OOYCIJIOBJIEHO M'€HETHYECKUM Ae(EKTOM, MOJTHOCTHIO U3-
JIEYUTh €ro HEBO3MOXKHO. OHAKO COBPEMEHHBIE METOBI TE€PANUU IMO3BOJISIOT
3HAUYUTENBHO 3aMENIUTh €T0 MPOrPECCUPOBAHUE U YIIYUIINTh Ka4yeCTBO >KU3HU
MalKreHTa.

B neyennun bB ocHoBOU siBiisieTcs MenpaMMUHMpYomas tepanus. [Ipe-
napatoM BbiOopa cuurtaercs JII, KoTopblil CBSA3BIBAET MEJIb U CIOCOOCTBYET €€
BBIBEJICHUIO 4Yepe3 ITOYKU. XeJNAaTHPYIOLIEee CPEACTBO CHUKAET TOKCHUYECKOE

BO3JICMCTBHE MENM HA KJIETKU MEYEHU M JApyrue opranbl. [Ipu cBOEBpeMEHHO



HAa4yaTOM JICUEHUH J10 BBIPAXKEHHOTO MOPAKEHUSI IEYEHU U HEPBHOU CUCTEMBI Y
90 % manueHToB HAOMIOAAIOTCS YIydllleHue (PYHKIUU MeYEHU U HOpMaIU3alus
OMOXMMHUYECKUX MoKazaTeneil B TeueHue 2—6 mec. HeBposioruueckasr cuMmnTo-
maTuka crabunusupyercs y 50—60 % OG0apHBIX, OJHAKO ATOT MPOIECC 3aHUMAET
Oonbie BpemeHu — ot 1 g0 3 net [5].

Tepammst JIIT moxker conpoBoxaarhcs modounsiMu dpdexkramu. Ha pan-
HUX dTanax JICYeHUs BO3MOXKHBI PEAKIIMH: JIUX0PaaKa, KOXKHas ChIlb, TuMdbase-
HomnaTtus, TpomOouutonenus u ap. [12]. Uepe3 HECKOJIIBKO MECSIIEB WU JIET Te-
panuu pa3BUBAIOTCS OCJIOKHEHHUS CO CTOPOHBI MOYEK U KOCTHOI'O MO3ra, BKIIIO-
yasi MPOTEUHYpHIO0, riaoMmepynoHedput [14], Tsokenas TpOMOOIMTONECHUS WIIH
arutactTuueckas anemus. Tspkenble MoOOYHbIE 3(DQPEKThI, MPeayCMaTPUBAIOIIIE
OoTMeHy Tpenapata, oTMeuaroT y 30 % marueHToB [12]. YV G0JIBHBIX ¢ BBIpAKEH-
HBIMH HEBpoJorndeckumu mnposisaeHusiMa [II1 moxer ycyryOnarh ux cocTosi-
Hue. B uccienoanuu, BxiatouasiieMm 143 maruenta ¢ bB, y 16 u3 Hux 0b110 3a-
(GUKCUPOBAHO YXY/IIEHUE HEBPOJIOTHYECKON CHMIITOMATUKH B CPEIHEM uepes
2-3 mec nocie Havana jgedeHus [15]. Hasnauenme JIII mpenmosiaraer mapai-
JieIbHOE TPUMEHEHHUE MUPUIOKCUHA, TaK KaK JIEKapCTBEHHBIN Mpernapar sBisieT-
Csl aHTarOHUCTOM BUTamMuHa B6.

IIpn otmene 111 nnm ero HeNmepeHOCHMMOCTH HA3HAYAKOT aJIbTEPHATUBHBIN
XeJNaTop MeIu — TPUEHTHH, KOTOPBIM TakKKe SIBIAECTCS BBICOKOI(P(HEKTHUBHBIM
cpeacTBoM [18]. DToT mpemnapat MOXET ObITh PEKOMEHIOBAH KaK CPEACTBO IS
HaYyaJIbHOIO JIEUeHUs NaluueHTOB ¢ bB 1 BbIpaxkeHHON TPOMOOLIMTONEHUEN WIIN
HEUTponeHue. TPUEHTUH pENKO BBI3BIBAET YXYALIEHUE HEBPOJOTHYECKUX
cUMIITOMOB B niporiecce Tepanuu [16]. [1o apdextuBHocTu o He ycrymaet JI1.
B perpocnektuBHOM HccienoBanuu, BkitodaronieM 380 manuenToB ¢ bB, Ob10
noka3aHo, 4yto /Il u TpueHTUH rapaHTUpPyIOT CONOCTABUMbBIE PE3YJIbTATHI Jieye-

Hust. Omgnako JIII compoBokmaeTcsi 0osiee BBICOKOW YacTOTOW MOOOYHBIX 3(-

dbexron [17].
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st medenust BB Takske MOTYT OBITH MCIIOB30BaHBI MpEMapaThl IIMHKA
[18]. HecmoTpst Ha TO, 4TO XeNaTUPYIOLIUE MpenapaThl U HUHKA () (PEKTUBHBI B
neyenun bB, npennouyrenne otnaror I u TpuentrHy. B peTpocniekTuBHOM ucC-
CJIEIOBAHUH, BKIItOUaBIIeM 288 nanueHToB ¢ bB, moaTeBep:xaatoTcs JaHHbIE, CO-
IJIACHO KOTOPBIM JIsi TIPEIOTBPAIICHUS MPOrPECCUPYIONIEro 3a00JIeBaHUs Tie-
YeHH XeNaTupyromas Tepamnus 6osuee 3ppexTuBHa, ueM npueM 1uHka [17].

MexaHn3M JeWCTBUS IMHKA CBSI3aH C MPENSATCTBUEM BCACHIBAHUS MEIU U3
paimoHa, CiocoOCTBYs €€ BBIBEJCHHUIO Yepe3 KUIIeYHUK. OH OTIMYAeTCs OT Me-
XaHU3Ma JCHCTBUS XEIaTOPOB, KOTOPbIE AKTUBHO CBS3BIBAIOT MEJb B KPOBU U
CHOCOOCTBYIOT €€ BBIBEJICHUIO C MOYOW. B pe3ynbTare LMHK SIBISETCS MEHEe
3G (HEKTUBHBIM CPEACTBOM JJIs1 OBICTPOTO CHHKEHHSI YPOBHSI MEJU Y MALIMEHTOB
C TSDKEJION ee Ieperpy3Koi niam ocTpeiMu cuMmnroMaMi [4]. IIpenaparsl nuHKa
Yalle UCIOJIb3YIOT NaleHTaMu ¢ 6eccuMnToMHON Gopmoii BB unu B kauecTse
NOJJIEP>KUBAIOILEH TEPANuH B CBSI3U C MEHBIIMMHU MOOOYHBIMU 3P (heKTamMu, YemM
y JAII uiu tpuentuna [5, 18, 19].

Kpome xenaToB, yuuThiBasi HAIMYUE Y NAMEHTKHU BbIpakeHHOU 13, ObI-
JM Ha3HAYEHbl Tpenaparbl, KOTOpPbIE CHOCOOCTBYIOT CBS3bIBAHHUIO aMMHUaKa
(JTakTyJI03a ¥ OPHUTHUH) M MOAABISIOT aMMOHUENPOIyIUpYolLyto diopy (pu-
¢dakcumun) [20]. st npodunaktuku kpoBoreueHuid u3 BPBII naznauen anbda-
u OeTa-aApeHo0IOKATOp — KapBEAWIION, KOTOPBIM CIIOCOOCTBYET YMEHBIIICHHUIO
CEpJIEYHOro BHIOpOCA U paciupsieT nepudepuyeckre cocyibl. IT0 NPUBOJUT K
COKpAILIEHUIO MPUTOKA KPOBU K MOPTAIBHONW CUCTEME U CHMXKEHHUIO PHCKa KpO-
BoteueHus u3z BPBII [20].

JlononHeHneM K (papMakoJIOTMUECKUM IpenaparaM, Ba)KHbIM acHEKTOM
Tepanuu sBjsieTcst coOmoaeHne auethl. llamuentaM pekoMeHI0BaHO M30eraTh
IPOAYKTOB, OOTaThIX MEJIbIO, TAKUX KaK OPEXH, IIOKOJIad, MOPEIPOAYKTHI U Te-
YeHb. ITU MEpbl HEOOXOIUMBI ISl IPEIOTBPAILCHUS JaTbHEUIIEr0 HAKOTIICHUS
MEJI B OPTaHU3Me M YJy4IIIeHUs OOIIETro COCTOsIHUS nanuenTa [5, 18]. Jns na-

IMUECHTOB C TCPMHHAJILHBIM 3a00JIEBaHUEM IN€YCHHU, HC OTBCYAKOIIIMM Ha MCIU-
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KaMEHTO3HYI0 TEpanuio, WK C OCTPON MEUEHOYHON HEJOCTATOYHOCTHIO, MOKa-
3aHa TPaHCIUIAHTAILUsSl OpraHa.

CyllecTBYIOT HOBBIE€ METOABI JICUCHUS, KOTOPBHIE BKJIOYAIOT COBPEMEH-
HbIE BO3MOXKHOCTH XEJIATHOM Tepanuu (HalpuMep, METaHOOAKTHH) U crienudu-
YEeCKHME BMENIATEJIbCTBA, HAMPABICHHBIE HA HOPMAIM3AIMUIO AHOMAJIbHOTO
ATP7B wiu Koppekiuo renetnueckoit anomanuu (Hanpumep, p38 u JNK). Ko-
HEYHOM I1IEJIbI0 METOJIOB JICUCHUS SIBJISIIOTCS MOJHOE u3jeueHue ot bB u otkas
ot gapmako- u auerorepanuu [21]. OgHAKO METOIBI HAXOIATCS HA CTaIUUA KITH-
HUYECKUX UCCIENOBAHUIA WM pa3paboTKH [21] v moka HE BHEAPEHBI B KIMHU-
YeCKyIo NpakTuky B Poccuiickon denepanuu.

Perynsipupie 00cienoBaHuss U MOHUTOPUHI YPOBHSI ME€IM B OpPraHU3ME
ABJISIIOTCSI HEOTHEMJIEMOM YACThIO T€PANUK. ITO MO3BOJSET CBOEBPEMEHHO BbI-
ABJISITh BO3MOKHBIE OCJIOKHEHUSI U KOPPEKTUpPOBaTh JieueHue. B pesynbraTte
3HAQUUTENIPHO YJIYYIIAIOTCS MPOTHO3 M KAa4eCTBO KU3HU MAlMEHTOB. B memnsx
JTMHAMUYECKOT0 HAOJI0/ICHNUS U KOMIUIEKCHOTO BeJieHus naiueHToB ¢ bB HeoO-
XOJUM MYJbTUIUCIUIUTMHAPHBIN MOAX0J C y4acTHEM CIEeHHAIUCTOB IO MOKa-
3aHUSIM: Bpaua-TeparneBTa, T€HETHKa, HEeBpOJora, odpTajabMoyora, racTpodHTe-
poiiora, Hedposora, remarosora u Ap. s KoHTposist 3GHEKTUBHOCTH Teparuu
PEKOMEHOBaHbI BBIMIOJIHEHUE OOIIEr0o M OMOXMMHYECKOTO aHaJIn3a KPOBU C
onpenenennem aktuBHocTH AJIT, ACT, LD, I'T'T, ypoBHs o01iero u mpsMoro
OwMpyOrHa, KOaryJorpaMMbl, a TaK:Ke UCCIIEA0BAaHUE YPOBHS JIUTIONPOTEUHOB,
KpEeaTUHUHA, MOYEBHUHBI B CHIBOPOTKE KPOBU U Meqid B Moue. KoHTposs Tepanuu
HEO0OXOAMMO TTPOBOJIUTH JABAXIBI B MECAIl B TEUECHUE TIEPBOTO T0/Ia JICUCHHUS, C
MOCIECAYIONIUM TMEPEXOJIOM Ha €XKETOJIHbIM MOHUTOpPHUHI. Perymspueie Y3U
OBII u mouek ¢ uHTEpBAJIOM 6—12 Mec, a TaK)Ke AIACTOMETPUS MEYCHU KaK/bIe
1-2 roma HEOOXOAUMBI IS OIICHKH CTEICHH TOpaKeHHS W (PuOpo3mpoBaHUs
renaTooMIMapHONW CUCTEMBI B MEPUOJ] PEMHUCCUU HapsIy ¢ 005S3aTeIbHBIM €XKe-
TOJTHBIM OCMOTPOM O(TaJIBMOJIOTa U TPOBEJICHUEM OWOMHUKPOCKONUU TJiasa,

ANEKTPO- W dXOKapauorpaduu, IUHAMUYECKUM BBIMOJHEHUEM MAarHUTHO-



12

PE30HAHCHOM TOMOTpaduu TOJIOBHOTO MO3Ta C IEJBI0 BBISIBICHHS MaTOJOTHYE-
CKMX M3MEHEHUM. DTO HEOTheMiIeMas 4acTh KOHTPOJIS TeueHus U 3G HEKTUBHO-
ctu jgedyeHus: bB u ocnoxxnenuit y naruentku [18].

Tounasgs m CBOeBpeMEHHass AuarHoctuka bB BaxkHa 1 mpoBeIeHUS
CKpUHHMHTA POJICTBEHHUKOB NEPBOM CTEIEHU POJICTBA OOJILHOTO, YTO OBLIO pe-
KOMEH/I0BaHO MarueHTke. OleHKa MOXKeT ObITh OCHOBaHA Ha aHAJIM3€ T€HOTHUIIA
ATP7B, xoMIJIEKCHOM KIIMHUYECKOM U OMOXHMHYECKOM HccieaoBanuu [21].

BobiBoa

Hecmotps Ha cepbe3HocTh BB 1 ee MHOTOrpaHHy10 KIMHUYECKYIO KapTH-
HY, COBpEMEHHAsl MEIMIIMHA Mpe/jlaraeT BO3MOXKHOCTH JIJIs1 KOHTPOJIS U 3 dek-
TUBHOTO JICUCHUS 3TOro 3a0oisieBaHus. CoOM0IeHe MEAUIIMHCKUX PEKOMEH Ia-
IIUH, BKIIIOYAs JUETY, MEIMKAaMEHTO3HOE JICUCHUE M PETYJISIpHOE HAOJII0/ICHHE,
MO3BOJISIET MAIIMEHTaM BECTH MOJIHOLICHHYIO KM3Hb M MPEI0TBpaIiaTh Mporpec-
cupoBaHue Oose3Hu. [loBbIllIeHHE OCBEAOMIICHHOCTH MEAMIIMHCKUX PabOTHHU-
KOB M MPOJIOJKEHUE MCCIEAOBAHMN MMEIOT PEIIaroNiee 3Ha4YeHUE JJIs1 TOYHOM
JIMarHOCTUKHU U YJIYUIICHUS PE3yJbTaTOB TEpaluu JIIOACH, CTpaJalolnuX reHe-

THUYECKUM 3a00JI€BAHHEM.
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