OEHUS, NPOAYKTUBHOW CUMMTOMAaTWKU
Mbl MPUMEHSANN NpenapaT KBeTuanuH B
Aosuposke oT 25 o 100 Mr u cynbnupug,
B fo3uposke oT 50 go 150 mr/c. ns kop-
peKkuMM paccTpoONCTB 3IMOLMOHANbHOMN
cdepbl Yalle BCEro MpUMEHSNN Takue
npenaparbl, Kak rpaHOakCuH, oeBapuH,
CMUTOMMWH W BEMaKCWH, YTO Takke COOoT-
BETCTBYET COBPEMEHHbIM CTaHgapTam
Tepanum  NCUXUYECKMX PaCCTPOMCTB.
Takke MOXXHO OTMETUTb MPU Ha3HaYeHUN
HOOTPOMHbIX MpenapaToB, [AOHATOPOB
XOIMHA Yy HEKOTOPbIX BOMbHBIX, B OCHOB-
HOM Yy GOnbHbIX C GonesHbio Anburen-
Mepa CO CpefHen, TSKENow CTeneHbio
TSXKECTU, YXYALIEHNE NoBeAEHUS B BUAe
arpeccuu, nosiBrieHne rannounHaumn,
KOTOpble perpeccupoBany rnocrne oTmMe-
Hbl Mpenapara.

BbiBogbI:

1. Yawle Bcero noctynatT GOmMbHbIE,
npoxueawliMe B . AKyTcke, npuyem
Oonbluas YacTb NALMEHTOB OTHOCUTCS K
AKYTCKOW 3THMYecKkow rpynne. BepoaTHo,
Takas BblpaXXeHHasi pasHuLa B 3THUYeE-
CKOM COCTaBe MaLVEHTOB C AeMeHUMen
cBsizaHa C TeM (PakToM, YTO MHOrMe no-
XUWIble NN He U3 SIKYTCKOW 3THUYECKON
rpynnbl nepeesxatwT B APYrne pernoHbl
P® Ha noctosiHHOe MeCTo XWTenbCTBa,
TOrda Kak MnauuMeHTbl SIKYTCKOM Hauwu-
OHanbHOCTN B OONbLUMHCTBE Cryyaes
OCTalTCs MPOXMBaTb Ha TEPPUTOPUM pe-
cnybnumku.

2. Pasnuuunm B KnuMHMYecKon Kaptu-
He OeMeHUMA Mexay sIKyTCKOM M cna-
BSIHCKOW rpynnaMu He ObiNo BbISIBMEHO.
EOWHCTBEHHOE OTnn4Me, KoTopoe Obino
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06HapyxeHo — 3TO pasHuLa B MaHude-
cTe gemeHuuun. Tak, Bo3pacT MaHudge-
CcTa JeMeHuuMi B SAKYTCKOW rpynne co-
ctaBun 74,7+6,6, a B pycckon — 68,4+
8,1 (p<0,05), HO B cBA3KN C HebomnbLUIUM
KONMYEeCTBOM MaLMEHTOB B CraBSHCKOMN
BbIOOpKE AaHHOe pa3nuyne, HalAeHHoe
B HalleM uccriegoBaHun, Tpebyet gans-
HeWwen npoBepkM Ha Gonee KpynHbIX
BbIOOpKax NaLneHToB.

3. Cpegyn NcuxmMyecknx paccTpomncTs
Haubonee uvalle BCTpevanocb arpec-
CMBHOE (2XUTUPOBaHHOE) MNoBedeHME,
KoTopoe BcTpedvanocb B 23,5% cnyda-
eB. /13 Bcex naumeHToB Tonbko 15,6% (8
Yyer.) COCTOSANO Ha MOMEHT rocnutanu-
3aunn Mnu B ganbHenwem Obino B3ATO
Ha AucnaHcepHoe HabniogeHue B BY
PC (A) APMHLA v perynspHo nony4ano
MEONKAMEHTO3HYI0 KOPPEKLMIO MCUXU-
YeCKUX PacCTPOUCTB.

4. Cpeav nauneHToB He ObINo BbISB-
NEHO KIMMHUYECKN 3HAYMMOWN Oenpeccum,
YTO CBSA3@HO C TeM, YTO OONbLUMHCTBO
nauMeHToB MOCTynanu C YMEpPEHHON W
TSKENOW CTEMNEHbIO AEMEHLMN.

5. MNpun paHHUX NPOSABNEHUSAX KOrHU-
TUBHbIX HapyLleHui Ha ambynaTtopHOM
YPOBHE crieayeT HanpaenaTb B otaene-
Hve LUHO3 c uenbto paHHen anarHocTu-
KW, Nogbopa COOTBETCTBYIOLLEN Tepanuu
AN NPUOCTaHOBIEHNUsI NMPOrpeccupoBa-
HUS faHHbIX 3aboneBaHWi, NPOANUTbL ca-
MOCTOSITENBbHOCTbL MauneHToB. [lpn Bbi-
SIBMEHUN BbIPaXKEHHbIX MCUXOTUYECKMX,
NnoBeAEeHYECKNX HapYLLEHWI HanpaenaTbh
Ha neyeHuve K Bpady-ncuxmatpy 'Y PC
(A) APMHA.

vyl YW
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A.E. Agamosa, I1.C. Hasaposa, T.K. [JaBblgoBa
BOTYIMUHOTEPANUA NMPU NMCYHEM

CNA3ME

B cTaTbe npvBeAeH KMMHUYECKUA criydan nucyero cnasma — okanbHOW AUCTOHWM, NMPU KOTOPOW HapyLuaeTcst MOTOpHas doyHKUMS BedyLlen
PYKU, YTO NPOSABNSAETCA B OCHOBHOM MPY NMUCbME U MENKNX ABWXEHUSX KUCTbIO U MOCTENEHHO NPUBOANT K MHBanuamsaunm. PaccMoTpeHbl KMMHKM-
Yyeckne ocobeHHOCTH 3Toro 3aborneBaHnsa Ha COBPEMEHHOM dTane 1 NpyBeAeHbl akTyarnbHble MeToAbl NIeHYeHUs, B YaCTHOCTW BoTynunHoTepanus,
KoTopble BbICTPO 1 6e3onacHo obnervatT cocTosHMe B6OMbHOMO, MO3BONSAIOT AOCTUYL YCTOWYMBOWN PEMUCCUN, YNyYLLAs CoLManbHY0 akTUBHOCTb

N Ka4eCTBO XWU3HU nauneHTa.

KnioyeBble cnoBa: AVCTOHMSA, TMNEpPKMHesbl, 6oTyNMHoTepanus, 60TYNMHNYECKUI TOKCUH TUNa A, dokanbHas AUCTOHWSA, NMUCYUIA cna3Mm, AUC-

KUHE3NN.
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Ha — K.M.H., B.H.C., HEBPOJIOl, PyKOBOAMUTENb,
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The article presents a clinical case of graphospasm - focal dystonia, in which the motor func-
tion of the dominant hand is disturbed, which manifests itself mainly when writing and small
movements of the hand and gradually leads to disability. The clinical features of this disease
at the present stage are considered and relevant methods of treatment are given, in particular
botulinum therapy, which quickly and safely alleviate the patient's condition, allow achieving sus-
tainable remission, improving the patient's social activity and quality of life.

Keywords: dystonia, hyperkinesis, botulinum therapy, botulinum toxin type A, focal dystonia,

writing spasm, dyskinesia.




. AKYTCKU MEONLIMHCKNW KYPHAT

BsepeHue. NMyucumn cnasm — tmn go-
KanbHOM OUCTOHWMW, XapakTepusyoLmn-
CA HapylleHMeM MOTOpPVKA BeayLlein
pyKW, BBMAY Y€ro akT NucbMa u Mernkue
OBWKEHUS KUCTU CWUIbHO 3aTpPyLHSAT-
CS UM CTaHOBATCS HEBO3MOXHbIMU [1].
Bnepsble 6bin onucaH bepHapauHo Pa-
MauumHm B 1713 1. 1 Obin Ha3BaH «bornes-
HbIO MUCLIOBY», MPOSABNSALLENCSA Bblpa-
XKEHHOW yCTarnocTbl PyKu Npy NUCbMeE.

[aHHoe 3aboneBaHue nopaxaeT He
TONBKO TeX, KTO AONT0 U BbICTPO NULLET,
OHO MOXEeT BO3HUKaTb Takke y My3bl-
KaHTOB, MaLUWHUCTOB, MPOrpaMMUCTOB.
3avacTyo cTpagatT nuua B Bo3pac-
Te 30-50 neT, 3aboneBaHne OANHAKOBO
BCTPEYAETCS KaK Y MY>XUYUH, TaK U Y XKEH-
LWMH. Bo3HMKHOBEHMIO MuMcyero cnasma
npegLwecTByeT MHOXeCTBO pakTopos. B
nepByto ovepenb criefyet OTMETUTb Xa-
pakTep paboTbl — Kak paHee ynomuHa-
NoCb, B OCHOBHOM CTpajalT My3blKaH-
Tbl, NMPOrPaMMWCTbI 1 NMLa, UMeloLmne
npodeccun, cCBA3aHHbIE C MUCbMOM.
Ocoboe BnusiHMe Oka3biBaeT MOHOTOH-
HOCTb OENCTBUN Ha hoHE SMOoLMOHamMb-
HOro HanpsbkeHus. M3 apyrux daktopos
cnepyet OTMETUTb OCOBEHHOCTU CTpoe-
HUSI MbILWL, Nieya, HanMyne CcKommoasa,
NCUXNYECKNE TpaBMbl U JNYHOCTHbIE
ocobeHHocTH [2]. He uckniovaetcs, 4to
BO3HVMKHOBEHMIO MUCYEro crasma cro-
cobeTByoT MyTauun B reHe DYT 1, DYT
6 n DYT 7 ayTOCOMHO-AOMWHAHTHOrIO
TMna HacnegoBanus [11].

OcCHOBHasi XxapakTepucTuka MNucHero
cnasmMa — rnocTeneHHoe pasBuTUe, 3ava-
CTYI0 NauMeHTbl BO3HUKHOBEHWNE NEPBbIX
CMMMNTOMOB He 3amevatoT, 3abonesaHune
BHa4ane nposiBrsieTcs nerkvMm n3meHe-
HUSIMM NoYepka, YyBCTBOM HEMNOBKOCTU
Npn BbIMONHEHUW MENKUX OBWKEHUN KU-
CTW, CUMNTOMbI NMPOXOAAT Nocre npekpa-
LLeHNs NUCbMa, CMEHbI MONIOXKEHUS U
BCTPsAXMBaHUA pyku. [lanee nocteneHHo
NMoYepK CTAHOBUTCS TpyObIM, ABUXKEHUSI
CTaHOBATCS PE3KUMW, TPYOAHO KOHTPO-
NMpyeMbIMU, MOSIBASETCA BbIPAXEHHbIN
KMHETUYECKNI TPEMOP, TaKKe MOXET Ha-
bniopartbes ckpydmBaHue kuctu [6]. MMa-
LUMEHThI MPUMEHSIIOT KOPPUTMPYIOLLINE Xe-
CTbl, TEM CaMblM YMEHbLUAs TMMEPKNHES.
A Tawke MOryT novyBCTBOBaTb obrierye-
HMe, UCMOonb3ys PYYKM oOnpeaeneHHbIX
dopm nnu nameHeHuns yrna Hakmnoxa [8].

Mo knaccudpmkaumm Govers, nucuui
crna3m nogpasgensietca Ha 4 Bupa: 1)
CYOOPOXHbIN — XapakTepuayeTcs runep-
TOHYCOM B MbILULIAX KUCTU, YyBCTBOM TSI
XECTU U HEMNMOBKOCTU KNCTK; 2) napeTnye-
CKUI — NPOSIBMSIETCA Pe3Koi cnabocTbio
B MbILILAX KACTW NMpU NucbMe; 3) apoxa-
TENbHbIA — MaHNGECTMPYET TPEMOPOM B
pabouew pyke; 4) HeBparbHbIA — COMNPO-
Boxgaercs 6onbio BO Bpemsi pabothl [2].

Mpn nanbnauuyM MbIWLbl PyK HOp-
MarnbHOW KOHCUCTEeHUUN, Ge3bornesHeH-
Hbl. lMauuneHTbl coBeplueHHO cBoGOAHO
BbIMOMHAIOT ApYyrie ABUraTernbHbIe akTbl.
OpHako No Mepe NporpeccMpoBaHus 3a-
6oneBaHusi AaHHble OYHKUMM MOCTENEH-
HO yTpaumBalTCcsi, 0COBEHHO Te, KOTopble
TpeOyIOT BbICOKOIO YPOBHS KOOpAMHALMM
nwxkeHun [1].

Ona guarHoCcTukM, NOMMMO TLLaTeNb-
HOrO0 HEBPOIOTMYECKOr0 OCMOTpa, He-
o6xooumMo TecTupoBaHVWe nucbma, rae
OLEHMBAKOTCA Ka4ecTBO MoYepKa, CKO-
pPOCTb NMUCbMA, MPUCYTCTBUE KOPPUTMPY-
IOLLIMX KEeCTOB. Takxke cnegyeT NpoBecTu
KOHCynbTauuio ncuxuvatpa Ans UCKMo-
YEHUsT MCUMXMYECKMX PacCTPOWCTB, Mo-
rpaHNYHbIX 0CODEHHOCTElN XxapakTepa.
[Ons oueHkn perynsuum TOHyca MbILLL,
npeanneybs MpPOBOAUTCS 3MEKTPOMUO-
rpaduvs, AN UCKIIOYEHUST OPraHNYeCcKomn
WHTPaKpaHnanbHomn nartonoruu (a3Hueda-
nuTa, OMyxonu rofloBHOrO Mo3ra) - mar-
HUTHO-pe30HaHCHas Tomorpadus ronos-
Horo moasra [5].

OuddepeHumansHaa  guarHoctuka
NPOBOANTCA MEXAY MbILEYHbIMU  3a-
boneBaHnsiMM  (MMOTOHWMEN, MUOMATK-
en), NoBpexAeHWeM FOKTeBOro Hepsa,
CVMHOPOMOM 3ansiCTHOrO KaHana, BepTe-
OporeHHoOW naTornorven (KOPELUKOBbIM
CMHOPOMOM,  MEXMO3BOHOYHOW  Ipbl-
xen). Takke AuddepeHUMpyoT Mexay
NEepPBUYHON N BTOPWYHON AUCKMHE3NEN.
[Nog nepBuYHOM AUCKMHE3MEN nogpas-
yMeBalT npoeccMoHanbHbIn HEBPO3,
TeM cambiM cOOp aHaMHe3a JOIKeH 3a-
KnovaTb yTOMYHEHME xapakTepa paboTbl,
a noa BTOPUYHOW — BO3MOXHbIA AeOoT
TOPCWMOHHOWN OUCTOHWM, T.€. JOIMKEH Yyun-
TbIBaTbCS HACNeACTBEHHbIN aHaMHe3 [2].

MpenapaTtamu BeliGopa B neYeHun sie-
NSITCA MUOPENaKkCaHTbl, NPON3BOAHbIE
beHsoamasenvHa,  agpeHobrnokartopbl.
Ho 3avacTtyto naumeHTbl camocToaTenNb-
HO MpepbIBalOT NpUeM npenapaTos BBUAY
oTcyTcTBUSA BbicTporo adpdpekTa, a Takke
n3-3a NPoSABNeHNsi NMOBOYHBIX AP EKTOB.

Hanbonee ObICTpbIM U MNePCNeKTUB-
HbIM METOAOM FeYeHMs Ans oKa3aHus
pearnbHOW NOMOLUM NauueHTaM ¢ NMcyMM
cnasMoMm SIBMSIOTCA UHbEKuMM GoTyrno-
TOKCUHA Tuna A, KOTOpbIA, paccrnabnas
MbILLLbI, MPUBOANT K YMEHbBLLEHUIO AU1C-
knHe3un [3]. B nevyeHun anctoHum 6oTy-
NOTOKCUH npuMeHsieTcs 6onee 20 neT, u
MHOTOYUCIEHHbIE MccneaoBaHus (ypo-
BEHb [OKasaTenbHOCTU A) NoATBeEpXAa-
I0T €ero BbICOKYID 3((eKTUBHOCTbL Npu
nevyeHnn aBuratenbHbIX NPOSABIEHUA, OH
MO3BOMSET YCTPaHWUTL MNaTonornyeckne
COKpaLLEeHNs MbILLL, NPU COXPAHEHUN KX
dyHkumm [3]. MHbekummn cnegyeT npo-
BOOWTb PErYNsSPHO, B CPeOHEM Kaxable
3-4 mecaua. OgHaKo COBpPEMEHHbIE €B-

porievickue pekomeHgauuv no JfieyeHuto
OVCTOHUU MPUBETCTBYIOT TaKTUKY «runb-
KMX UHTEpPBanoB» MeXAy WHLEKLUSMU U
«MO KenaHut nauueHTa», Npu KOTopow
appeKkT OT npeabiayLen MHbLEKUUN CHU-
xaetcs [7,12].

MpuBoaMM oMMcCaHWe KIMHUYECKOTO
HabnwaeHus 3a nauuMeHTOM C MUCYUM
cnasmomMm, Kotopomy Obina npoBefeHa
6oTynmHoTEpanus.

KeHwmHa 58 net obpatunacb B He-
Bponorndeckoe otgenenne AHL, KMIM ¢
Xanobamn Ha ApoxaHue npaBon Bepx-
Hel KOHEYHOCTU, CTAMMBaHUE MbILLL, Npa-
BOM KWCTM MpU MUCbME W BbIMOMHEHUN
MENKUX ABWKEHUA, N3MEHEHMWE NOoYepKa.

AHamHe3 3aboneBaHus: 4 roga Hasapg
nocne U3NY4eCcKOn Harpysku sametuna
OrpaHnyeHne ABWXEHWS B MpaBou pyke
n 6onb B obrnactu npaBoro nneva. Ye-
pe3 2 roga Hadano 6ecrnokouTb Apoxa-
HWe B NPaBOW KUCTU NpU MUCbME, CUSb-
HO U3MeHuncst novepk. B nepBoe Bpems
nauMeHTKka KOHTponupoBana Tpemop
nyTem OnpeaenéHHon YCTaHOBKWU PyKu
npu NUcbMe, PErynspHbIM MacCaxem wu
BCTPAXMBaAHMEM KUCTWU Mpu nucbme. [o-
CTENEHHO ApoXaHue Havano 6ecnokonTb
npuv BbINOMHEHUN HEKOTOPbIX AENCTBUWA,
Takmx kKak Habop TekcTta B TenedoHe,
yrnpaBfieHne KOMMbIOTEPHOW  MbILLbHO,
yaepxaHve npubopoB (BWUMKKW, HOXA).
Mo HasHayeHUto HeBporora npuHUMana
MUopenakcaHTbl, 3Ha4MMoro addekTa
He oTMmevana. CBoe 3aboneBaHue nauu-
€HTKa CBA3bIBAET C XapaKkTepoM paboThbl
(yuntenbHuLa) n cTpeccamu.

B HeBponoruyeckom cratyce BbISIBMS-
€TCA TMNepTOHYC B pykax Mo Tuny «3y0-
yaToro koneca» npu pasHoHarpa.eH-
HbIX OEWCTBMAX MNPOTMBOMOMOXHON py-
Kor. Cvna MblLL, B KOHEYHOCTSAX CHUXKE-
Ha po 4,5 6anna. Pecnekcbl ¢ buuenca
xuBble D=S, ¢ Tpuuenca cHuwxeHbl, D=S
KapnopaauarnbHble pednekchbl CHUXKEHbI,
D=S. MNanbueHocoByto Npoby BbINOMHSET
C WHTeHUuen Gonblue cnpasa. Onpeae-
NSIETCA KUHETUYECKUA Tpemop npaBoWn
BEPXHEN KOHEYHOCTU, MPOSABASIOLMNCS
npu NMCbMe, NpUeMe MULLN.

Ha puc. 1 npeacraBneHbl pesynsrarhl
pucoBaHusa «cnupanu Apxumega». Ha
pvcC. 2 NpeacTaBrieH NoYepK NaunMeHTKu.

MPT ronoBHOro mosra BbISIBASIET He-
MHOFOYMCIIEHHbIE O4arn GonbLINX Mony-
Lapuin Ba3OreHHOro xapakrepa.

MauneHTka NpPOKOHCYNbTUPOBaHAa
NcUxXmMaTpom, NaTornorum He BbISIBIEHO.

MaumeHTke HasHayeHbl TU3AHUOWH
4 mr n nponpaxonon 60 mr B cyT. Kpo-
Me TOoro, mpoBefeHa GoTynuHoTepanus
B CMacTU4YecKMe MbllLbl NpaBoro npeg-
nneybsi, a ToyHee, B rnybokme u no-
BEPXHOCTHblE crmbaTtenu nanbLues, NOK-
TEBOW M Ny4eBoW crubarenu 3anscTbs,



Puc. 1. PucoBaHue «cnupanu Apxumeaay» Ao neyveHust: a - NpaBon pykow, 6 - nesow
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Puc. 3. Pesynbrat Tecta pucoBaHus «cnvpanv Apxumeaa» nocrne NevYeHns: a - NpaBovi PyKow;

6 - neson

Kpyrnble M KBagpaTHble NpoHaTophbl, a
Takxke B ANUHHLIN crnbaTtenb 6onbLIoro
nanbua 60TynoToKkCMHOM Tuna A B Jo3e
90 Epn.

Ha 7-e cyT nocne neyeHna oTMmedeH
NONoOXWTENbHLIV ahdekT B Buae 3Ha-
YUTENBbHOIO CHWXEHWsI crnasmMa npaBou
pyKW, KynupoBaHus ©onu B MblwLax
npaBo BEpXHeN KOHEYHOCTU; NaLueHTKa

nydlle cTana yaepxusartb npubopbl npu
npuemMe nNuLM, NucaTb TEKCTbI B MOBUIIb-
HOM YCTPOWCTBE.

Ha puvc. 3 npeacTaBneHbl pesynbsraTtbl
NMOBTOPHOrO TECTa PUCOBAHUS «Cnvpanm
Apxumegar». O6palyaloT BHUMaHWE Bbl-
NpsIMNEHNE NMHUWN PUCYHKA U CHUKEHUNE
«3a3yOpeHHOCTM», OCOBEHHO Npu puco-
BaHWW NPaBoWn pPyKoOWn.

vyl YW

3akntouyeHune. Takum obpasom, Ha
CEroAHsILUHNIM AeHb NUCYUIA cnasm SBns-
eTcs KypabenbHbIM 3aboneBaHveM, npu
KOTOPOM [OCTMraeTcsl 3Ha4YUTeNbHbIN
achdekT oT 6oTynMHOTEPanMu.
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A.B. CaHtumoB, M.M. Koctuk

KNMHUYECKUWU CNYYAN AHLIA -
ACCOLMNPOBAHHOIO CUCTEMHOI'O BA-
CKYIIUTA Y PEBEHKA CAXA OEBATU NIET

AHLUA-accouumpoBaHHbI BackynuT (AAB) - rpynna 3aboneBaHui, xapakTepuayrLMXCs XPOHUYECKUM UMMYHHbIM BOCManeHWeM CTEHKN Men-
KMX COCYA,0B, NONIMMOPMHON KNMHUYECKON KAPTUHON C YacTbIM BOBMEYEHNEM NErKUX M MOYeK U Hanu4ymem LMPKYNUpYoLWnX ayToaHTUTEN K LMTOo-
nnasme HenTpocunos (AHLIA). B ctatbe npeacraBneH knuHudeckuin cnyda AHLA-accouumpoBaHHOrO CUCTEMHOMO BacKynuta ¢ NopakeHnem

NEerknx v noyek.

KnioueBble cnosa: AHLIA, BackynuT, BocnaneHue, nerkme, noyvku, pebeHok.

ANCA-associated vasculitis (AAV) is a group of diseases characterized by chronic immune inflammation of the wall of small vessels, a polymor-
phic clinical picture with frequent involvement of the lungs and kidneys, and the presence of circulating autoantibodies to the neutrophil cytoplasm
(ANCA). The article presents a clinical case of ANCA-associated systemic vasculitis affecting the lungs and kidneys.

Keywords: ANCA, vasculitis, inflammation, lungs, kidneys, child.

BBegeHune. CucrtemHble Backynu-
Thbl — 3TO rpyrnna ocTPbIX U XPOHUYECKNX
BACKyfMTOB, BaXXHENLWMMU naToMopgo-
NOrMYEeCKUMM MpU3HaKaMm KOTOpbIX CHU-
TalTCA BOCManNUTENbHbIE U HEKpPOTUYe-
CKNE MOpPaxXeHnsi COCYyaUCTON CTeHKu [7].
AHLUA-accoummpoBaHHble  BacKymnuTbl
(AAB) — 3TO CUCTEMHbIE HEKPOTU3WPY-
loLme BacKynuTbl, acCoOLMNPOBaHHbIE C
aHTUTENamMKn K uuTOnnasMe Hemtpodwu-
nos (AHLA). AHLIA-BackynuTbl npea-
cTaBreHbl ABYMS OCHOBHbIMW BapuaHTa-
MW — rpaHynemMarto3om C MonvaHrmmToM
(FMA) 1 MUKPOCKONUYECKUM MOSNNaHInn-
Tom (MMA).

MW CB®Y um. M.K. Ammocosa, I AkyTck:
MBAHOBA Onbra HukonaeBHa — [O.M.H.,
npod., olgadoctor@list.ru, UBAHOBA UpuHa
CeMeHOBHa — cTygeHTka 2 kypca, APTYHO-
BA Tamapa AnekcaHapoBHa — CTydeHTKa 6
Kypca.

Pecn. 6onbHuua-HLM, r. Akytck: APFTYHOBA
Bepa MauuHa — 3aB. ota., CJIEMLOBA MMo-
nuHa AHppeeBHa — Bpady, AGOHCKAA Ma-
puHa BuktopoBHa — Bpay, MHHOKEHTbE-
BA CaprbinaHa UnbuHun4yHa — Bpau.
BYPUEBA TartbfiHa EropoBHa — O.M.H.,
npod. M CB®Y nm. M.K. AMmocoBa, B.H.C.-
3aB. nab. AHL, KM, bourtsevat@yandex.ru.
CrermmMy: KONOBOBA OkcaHa JleoHnpoB-
Ha — K.M.H., goueHT, YUKOBA UpuHa Anek-
caHgpoBHa — K.M.H., goueHT, CAHTUMOB
AHpgpelt BsiuecnaBoBWUY — K.M.H., OOLEHT,
KOCTUK Muxaun MwuxannoBuy — O.M.H.,

npod.

ExerogHasi 3aboneBaeMocTb cOCTaB-
nset 20 cnyyaeB Ha 1 MMH HaceneHus B
rog B mupe [12]. B EBpone n CLUA pac-
npocTtpaHeHHocTb AAB coctaenset 1-2
cny4as Ha 100 Tbic. HaceneHus [2,4].

YcTaHoBneHa onpegeneHHasa CcBsAsb C
HOCUTENbCTBOM 30f10TUCTOrO CcTadumo-
kokka (FB B obocTpeHun), nekapcrteamm
(BIMA), reHeTndeckumn akTopamu:
Hannymem HLA-DPB1*0401 (c koTopbIM
CBSI3bIBAOT YBENWYEHUE pucka rpaHy-
nemarto3Horo 3abonesaHusi B EBpone),
NnonMMopgr3MOM TEHOB, KOAUPYHLLMX
npotenHady 3 (IMP3) n ee oCHOBHOWN WH-
rmbutop al - aHtutpuncuH (SERPIN A1),
4YTO NpeapacnonaraeT K runepnpoaykummn
aHTUTen K npotenHase-3[5]. HekpoTnan-
pyloLlee BOcnaneHne COCYAOB MENKOro
n cpegHero kanubpa obycnoenueaet
TSHXKECTb U MOMNMOPraHHOCTb MOPaXEHWN
npu AAB.

BonesHb xapakTepuayetcsi BbICOKOW
neTanbHOCTbI0 BBMAY MOPaXeHUs Xus-
HEHHO BaXkHbIX opraHoB. Ha doHe apgek-
BaTHOW MMMYHOMOLAaBNAOLWEN NPOTUBO-
peBMaTU4YeCKON Tepanuu Yy B3pOCIbIX
5-neTHAst BBDKMBAEMOCTb, MO [AHHbIM
psina aBTopos, coctaBnsieT 70-75% [10,1].

BoBneyeHne B maTtonorm4eckuin npo-
Lecc novek xapakrepHo ansi scex AHLIA-
BackynuTtoB. KnuHuuecku nopaxeHue
noYvek NposiBrsieTcs kak dbicTponporpec-
cUpyoLWnA HedpUTUYECKUA CUHAPOM [1,
10]. AHLLA-BackynuT oTHoCUTCS K 6ones-
HAM MOYEK C HauMeHee BnaronpusiTHbIM

NPOrHO30M BCINEACTBME TAXenoro Obi-
CTPOMPOrpeccupyroLLEro  HapKoTU3NpY-
IOLLEro FMOMEPYNSAPHOro MOBPEXOEHUSA
BBMOY  oKanbHO-HEKPOTU3NPYIOLLErO
BOCMNaneHns kanunnspoB knybouka, a
Takke ObicTponporpeccupyrowmx  u-
©ponnacTnyecknx nameHenui [1, 9, 11].

Y peTent akTyanbHOCTb NpobremMbl 06-
yCroBfieHa BbICOKON YacTOTOW pa3BuUTKS
rnomepynoHedputa [3,6,12]. momepy-
noHegputbl Npu AAB y geten — yactoe
N OCHOBHOE MpOSIBNIEHNE, TSKENo npo-
TeKalollee C BbICOKAM PUCKOM OCTPOro
NoBpeXAeHUs NoYeK C UCXOOOM B Tep-
MWHamNbHY MNOYEYHY HeaocTaTou-
HOCTb [6].

lMpn gaHHOM naTonornm TOMNbKO CBO-
eBpemMeHHasi KNHUKO-Mopdonoruye-
ckasi, MMMyHonornmyeckas AuMarHocTuKa
M nocriegyollas ajeksatHas Tepanus
ABMSKOTCSH OCHOBHbIMU hakTopamu npo-
rHo3a TedeHus 3abonesaHus [1].

KnuHuyeckun npumep. [esoyka A.
2012 r.p., pebeHok oT 1-1 6epeMeHHOCTMW.
Poobl B cpok, onepatvBHble. Bec npu
poxaeHun 3750 r, gnuHa 51 cm. lpya-
Hoe BckapmnueaHue o 1 roga. Pocna n
pa3sBMBanacb COOTBETCTBEHHO BO3pPacTy.
OTmevanuchb pegkue npocTyaHble 3abo-
neBaHus.

[e6ioT 3abornesaHusa npousoLlen B 4
roga B mae 2016 r.: y pebeHka nosisunach
CbiMb Ha n1ue ¢ NPUCOEAMHEHNEM THOW-
HOM MHEKUUN. YHaCcTKOBLIM NeamaTtpom
NnocTaBneH [uarHo3: CTpenToaepMus.





