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OcHoBHbIMK hopMamu optaHHoi GonesHn BunbcoHa—KoHoBanoBa sBnstoTCs LepebpanbHas, abaoMUHaNbHAR U CMELaH-
Has; MPU HAKOMNEHUM MeAW B LEHTPANbHOM HEPBHOM CUCTEME B KAMHMYECKON KapTUHe AeOIoTUPYIOT crnacTuyeckue
U AUCTOHMYECKME aTaKM.

ABTOpbI AEMOHCTPUPYIOT HA KIAMHWUYeCcKOM npumepe 3PHEKTUBHOCT U 6e30NacHOCTb NpUMeHeHns GOTYIMHUYEeCKOro
TOKCMHA TNA A Ans KyNUPOBaHUA CNAcTUYECKMX, LUCTOHUYECKUX aTak U 6oneBoro cuHapoma y pebeHka 12 net ¢ pesuc-
TeHTHOI dopmoit 6ones3Hn BunbcoHa—KoHoBanoBa. ¥ nayueHTa Habalo[aANCh BbIPAXKEHHbIE HAPYLWEHWS N0 MMPAMULHO-
3KCTpaNMUpPaMMAHOMY TUMY C MHOXECTBEHHbLIMW KOHTPAKTypaMu (s13b1Ka, AEBUALMEN HUKHEIN YeNI0CTH, NPUBOSAILEHA KOH-
TpaKTypoii NPaBoro nNieYeBoro CycTasa, CrubareibHoN KOHTPAKTYPON NPABOro IOKTEBOTO CYCTaBa, CruGaTebHO-ybHAPHOI
KOHTPaKTYpOM NPaBoro ly4e3ansCTHOro CycTaBa, CrubatenbHoN KOHTPAKTYPOM NanbLes KUCTU U TSXEN0M pasrnbatensHo-
VNIbHAPHOI KOHTPAKTYPOil NEBOrO Jly4e3ansicTHOro CyCTaea, IKBUHOBAPYCHOM KOHTPAKTYPOI rOJ€HOCTOMHbIX CYCTaBOB).
MauneHTy npoBeaeHa AByxaTanHas 60TYIMHOTEPANNSA NO NPOTOKOJY CMACTUYHOCTU U AUCTOHUM.

Mocne npoeegfeHus nepsoro atana 6oTyAMHOTEPANUK NO NPOTOKOY CMACTUYHOCTM NOJYYEHA NONOKMUTENLHAS AUHAMUKA.
YacToTa v AnTeNbHOCTb AUCTOHUYECKNX aTak YMEHbLWMAUCh, KynupoBsancs 6onesoit cuiapom. CoxpaHunack pasrubarens-
Has KOHTPAKTypa, B CBA3M C YeM Obln NpoBeAEH BTOPON 3Tan 60TyAMHOTEpannu, 4ToObI 36exaTh GOPMUPOBAHNSA CTONKON
KOCTHOI KOHTPAKTypbl IOKTEBOTO CYCTaBa 415 NOCAEAYIOWEro NpoBeaeH!s onepaumnmn (MATKOTKAHHON NAacTUKK).

TakuM 06pa3om, NpoBefeHNe Tepanuu GOTYIMHUYECKUM HEPONpPOTENHOM ABASETCS OCHOBOMOATAIOWNM B IeYEHUM pe-
3UCTEeHTHbIX hopM 6onesHn BunbcoHa—KoHoBanoBa ¢ Lenblo KynupoBaHUA AUCTOHUYECKMX aTaK M MHOTOYPOBHEBOW
CMNACTUYHOCTU C 0OPA30BAHMEM MHOXECTBEHHbLIX KOHTPAKTYp M GONEBOr0 CMHAPOMA, YTO CNOCOGCTBYET COXPAHEHMUIO
aHaTOMUU U YHKLUMU CYCTABOB.
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The main forms of orphan Wilson—-Konovalov disease — cerebral, abdominal and mixed forms, with copper accumulation
in the central nervous system, patients debut spastic and dystonic attacks.

The authors demonstrate the clinical example of the efficiency and safety of botulinum toxin type A for the relief
of spastic and dystonic attacks and pain syndrome in a 12-year-old child with severe multiple contractures of the upper
and lower limbs with a resistant Wilson—Konovalov disease’s form.

A 12-year-old patient (male) with primary diagnosed resistant form of Wilson—Konovalov disease with deformities
of pyramidal-extropyramidal type was diagnosed with contractures of the tongue, deviation of the mandible; contractures
of the right shoulder joint, flexor contracture of the right elbow joint, flexion-ulnar contracture of the right wrist joint,
flexion contracture of the fingers and severe extensor contracture of the left elbow joint, extensor-ulnar contracture
of the left wrist joint, equinovarus contracture of the ankle joints. The patient received two-stage botulinum therapy
according to the spasticity and dystonia protocol.

Carrying out the first stage of botulinum therapy according to the spasticity protocol gave positive dynamics. Less
frequency of the dystonic attacks, the relief of pain syndrome. The extensor contracture was preserved, and a second
stage of botulinum therapy was performed to preserve the joint for the soft tissue surgery.

Botulinum neuroprotein therapy is fundamental in the treatment of resistant forms of Wilson—Konovalov disease
in order to relief dystonic attacks, spasticity and pain syndrome, that can keep joints healthy.
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bonesnnr Bunbcona—Konopanosa (BBK), niu rema-
TolepeOpaIbHast TUCTPOdUS (CMHOHUM: TeNaTOJICHTHKY-
JISIpHas AereHepanys), — peakoe (oppaHHOE) TeHETUUECKU
00yCJI0BIIEHHOE 3a00JIeBaHUE, B OCHOBE KOTOPOT'O JIEXKUT
HapylleHWe BbIBEACHUS MEIM U3 OpraHU3Ma ¢ U30bITOY -
HBIM €€ HAKOIUICHMEM MPEHMMYIIECTBEHHO B IEUCHU
U HeHTpaabHoit HepBHOI cucteme (LIHC). PeuieccuBHBIM
I'€H, OTBETCTBEHHBII1 3a pa3BUTHE 00JIE3HHN, 0003HAYCHHBII
KaK ATP7B, pacniofioxxeH Ha JJIMHHOM IJIe4e XpOMOCOMBI
13 1 xomupyeT CMHTE3 (hpepMeHTa, TPAaHCIOPTUPYIOLIETO
Menb, — AT®a3pl IPOTOHHOTO TUIIA. 3apETHCTPUPOBAHO
okoJio 600 myTanuuit aToro rexa [1].

B cOOTBETCTBUM C KPUTEPHUSIMU ayTOCOMHO-PELIECCUB-
HOT'O TUIIA HAacJIeJOBaHMS 00JIe3Hb Pa3BUBACTCS B TEX CITy-
yasix, Korja 00a poauTeIsl SIBJISTIOTCS TeTePO3UTOTHBIMM
HOCUTEJISIMM TTaTojIorndeckoro reHa. Hocurenem nedekr-
HOTO TeHa, IT0 OPUEHTUPOBOYHBIM OILICHKAM, SIBJISICTCS
1 (1 %) yenoBek 13 90—100 [1]. Puck poxaeHust 60J16HOTO
pebeHka coctaBisieT 25 %. Y popuTteseii (a TakKe IeTei),
6onpHBIX BBK, BepossTHOCTH 3a00j1eBaHUSI COCTaBIISIET
0,5 %. Uudopmanusa o BcrpeyaeMoctu BBK B Poccuii-
ckoii Mdenepaliiy B HACTOSIIEE BPEMS OTCYTCTBYET, OJTHA-
KO Ha OCHOBE paHee MoJiydeHHBIX 1o Tepputopun CCCP
SMUIEMUOJOTUYECKUX JAaHHBIX MUHMMaJbHas OIlEHKa
MOXeT BapbupoBaTh oT 0,29 o 2,6 Ha 10 ThIC. HaceNeHUs.
OpraHaMy-MUIIEHSIMU HAaKOILJIEHUSI MEIM MOTYT OBITh
TOJIOBHOI MO3T, ITOYKM (MoYeKaMeHHas 60Jie3Hb, IIPOK-
cuMaJsbHas KaHajblieBas IUCcGhYHKIIMS), pOrOBUIIA TJ1a3,
3HAYUTEIBHO pexXe 00JIe3Hb AeOIOTUPYET C MOPaKEHUS

KPOBETBOPHOI CHCTEMBI (TeMOJIMTUYECKAsT aHEMUST, TPOM -
OOILMTOINCHMUS, JICHKOIIeHNSI), SHIOKPUHHOM CHUCTEMBI
(ameHopest, TMHEKOMACTHSI, 3aMeUIEHHOE TTOJIOBOE CO3pe-
BaHUE, TUIIONAPaTUPEO3).

PacnpoctpanenHocts BBK cocrapinser 1:30 000, a yac-
TOTa HOCUTEILCTBA TeTepo3uroTHoi mytauuu ATP7B —
1:90—100 [3, 6].

Brinensior abnoMuHaibHYy0, LepeOpabHYIO M CMellaH-
Hyto opmbl BBK. ¥V GosblnHcTBa OOJBHBIX MOSIBJICHUE
MePBbIX CHMITTOMOB Ha0JIt0daeTcsl B Bo3pacTe oT 5 A0 35 JieT.
OnHako U3BeCTHbI CIyyau MaHupecTauu 1 B 55 ieT. Bmecte
€ TeM BO3pacT nebrota 1 KinmHuJeckoe TedeHue bBK xapak-
TEPU3YIOTCS 3HAYUTEIbHOM BaprabeabHOCThIO. [IpuMepHO
y 45—50 % 06onbHBIX 3a00JIeBaHUE BIIEPBbIC TTPOSIBISETCS
Npr3HaKaMu ropaxkeHus: ieueHu. Eie y 50 % GobHBIX ITpH
HaJIMYMHU JJATEHTHO NIPOTEKAIOLLIETO MMOPAaKEHU [IEYEHU 3a-
0oJIeBaHNUE TTPOSIBIIICTCST HEBPOJIOTMIECKOI CUMITTOMATH -
KO /YT UBMEHEHUSAMU IICUXUKH. KITMHIYecKue mposiB-
JIEHUsI BKJIIOYAIOT JUCTOHMIO, aTAaKCHIO C TTOCTYPaIbHBIM
W MHTEHLIMOHHBIM TPEMOPOM, PaHHUI TAPKMHCOHU3M C TH-
IMOKMHE3We, pUTHIHOCTD 1 TpeMop B Iokoe. B 1—5 % ciyya-
€B OTMEYEH AeOI0T 3a00JIeBaHMs C CUMITTOMOB BHETICYEHOY -
HOr0 BMCIIEPAJIbHOIO IMOpaXeHUsl. XOPOIIO M3BECTHA
abmomuHasibHast hopma bBK, koTopast MoxeT MpUuBOIUTh
K CMEPTH ellie J0 pa3BUTUs cuMIitoMoB nopaxkeHus LIHC.
Y yacTu OOJIBHBIX TTPOTHO3 ONPEACISICTCS TSLKEIBIMU He-
BPOJIOTMYECKUMU HapylieHussMu. CBOeBpeMeHHasl quar-
HOCTHMKA M TTaTOTEHETUYECKOE JIeUeHHE TTO3BOJISIIOT Kap-
JIUHAIbHO U3MEHUTH TIPOTHO3 [3, 4].
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OCHOBHOI1 TPUYMHON BapradeIbHOCTU KITMHUYECKO-
ro teyeHus1 BBK cunTaeTcss MHOXKECTBEHHOCTh MyTallUit
reHa ATP7B, oqHako pe3yJbTaThl KCCIIEI0BaHMUS MO OIpe-
NeJIEHUIO KOppeasuuit MeXIy TeHOTUIIOM (MyTallusIMU
reHa ATP7B) u (beHOTUIIMYECKUMU TIPOSIBIICHUSIMU 00-
JIE3HU MPOTUBOPEUYMBHI. B MeTaaHan3e vcciieqoBaHUA,
npoBeAaeHHBbIX 10 2004 T., yCTaHOBJIEHO, YTO TP TOMO3U -
TOTHOCTH 10 MyTalnmu reHa H 10690 nabmonaeTcst 6ojiee
no3aHuii ne6oT BBK 1 mepBbie CUMITOMBI CBSI3aHBI
¢ nopaxkenuem LIHC [7]. B mocnenyroiux padorax, oj-
HaKoO, He BBISBJICHO YETKUX KOPPEJISIIUil MeX Ty (heHOTH-
MUYECKUMU TIPOSBJICHUSIMU U TEHOTUIIOM |2, 4].

[TaToreHe3 naHHOrO 3a00JieBaHUS CBsI3aH C (hepMEeH-
toM MPHK AT®as3o0ii 7B, KoTopast oOHapyXeHa B Ternaro-
LIMTaxX ¥ KalwiIsapax Mo3ra; MMEHHO 3TOT (hepMEHT yJa-
CTBYeT B BBIBEACHMM MEIU U3 OpraHusMa (U3 KpOBU
B XXeJ4b, U3 TOJIOBHOTO MO3ra B KPOBb), M HEIOCTATOK
AT®a3b1 7B Be13biBacT bBK.

IMopaxenue LIHC conmpoBoxaaeTcs yXyaIeHUEM KOT-
HUTUBHBIX QOYHKIIMI, U3MEHEHUEM MOBEICHUS, TUCTOHU-
YeCKUMU aTaKaMM, TU3apTpuel, yXyalleHeM moyepka,
YCUJIEHUEM CJIIOHOTEYeHUs, U3MEHEHUEM BHEIIHOCTH,
SIBJIEHUSIMU TUcdarumu.

Hesponornuyeckue nposisaeHuss bBK — apurmoru-
nepKuHeTn4eckas (paHHss) ¢gopMa — MaHU(DECTUPYIOT
yalie B Bo3pacTe oT 7 10 15 JieT, xapaKTepu3yloTcsl apuT-
MUYHBIMU TUTIEPKUHE3aMU, Yalle TOPCUOHHO-TVUCTOHU-
YeCcKOro xapakrepa, COIPOBOXIAIOTCS PEe3KUM OOJIEBBIM
cuHApoMoM. JIpoxkaTebHO-pyuruaHas hopma oTInyaeTcs
OT IpeAbIAyILeli 0oJiee MO3AHUM HavaioM (OoT 15 1o 25 jer)
U OoJiee 10OpOKaYeCTBEHHBIM TeueHueM [5]. Dta opma
BCTpeYaeTcsl yallle IpyTuX U OJMXKe BCErO COOTBETCTBYET
¢dopmMme, onrcaHHoii BunbcoHoM. [IpokatenbHas ¢opma
nMeeT bosee ro3nHee Havasto (B 20—25 j1eT), Takske Ae01oT
Bo3MoxkeH B 40 u maxe B 50 jieT. MbIIEUHBINA TOHYC TTpU
9TOi1 (hopMe He cTpamaer.

OCHOBHOI1 psifl ITpenapaToB, BKIOUEHHBIX B IIPOTOKOJ
neyeHus1 bBBK B Mupe: D-neHuumiaMuH, TpUEHTHH, LIMHK,
TeTpaTUOMOIMOAAT U IuMepKarpol. Beck nmepuon ieueHust
MOXKHO pa30ouTh Ha 2 (ha3bl: HaYaIbHYIO (pa3y 1 MoAIepKu-
Baoliyto Tepanuio. KputepueM nepexojia Ha MoaAepXKuBa-
IOIIYIO TepaIuio SIBJIIETCS HOpMaIM3alus oOMeHa Meau
MpH 2 MOCIea0BaTeIbHbIX NCCISIOBAHMSIX.

KynupoBaHue TUCTOHWYECKUX aTaK 10 CUX ITOp OCTa-
€TCs1 caMbIM BaXKHBIM BoIpocoM y naiueHToB ¢ BBK, kak
U JIeYCHUE MBIIIEYHBIX KOHTPAKTYP BEPXHUX U HUKHUX
KOHEYHOCTEN M OPYIUX BOBJIEYECHHBIX B CHIACTUYHOCTH
MBIIIEYHBIX TPyII. JIeueHre BbipaxkeHHOTo 60J1eBOr0 CHH-
JIpoMa — TaKXKe Cepbe3Had 3a/1aya, CTOSLIas repel K-
HULIMCTaMU.

[IpencrapiseM onvcaHue KIMHUYECKOTO ClTydast Ha-
0s1ro1aeMoro HaMM MalyeHTa.

KnuHuyeckuni cnyyait

Ilayuenm b., 12 1em. B cenmsbpe 2020 e. 6vin docmag-
AeH caHumaphsim asuampancnopmom uz Kupoeckoii obaacmu
8 Hegponoeuueckoe omoenernue Cankm-Ilemepoypeckoeo eo-
cyodapcmeeHH020 neduampu1eckoeo0 MeOUyUHCK020 YHUGep-
cumema. uaenos npu sxcmpennom nocmynaenuu: «Opea-
Huueckoe nopaxcenue IL[HC. Tempanape3 nesvisicHeHHOIU
amuonoeuu. Cmewanuvlii eunepKuHemu4eckuii CuHopom.
Jucmonuueckue amaku, peaucmenmuoie k mepanuu». Co-
nymcemeyrouuil ouaenos: «Pubpos3 newenu. Apmepuaivras
eunepmen3us émopuunas. Kamapanvnoiit yucmum. Xpouu-
YecKuti OpoHXUOAUM. XPOHUMECKUT ACRUPAYUOHHBLI CUHOPOM.
Xporuueckuii eacmpodyodenum, H. pylori-accoyuuposannulii,
obocmpeHue».

Kanobvl npu nocmynaenuu: Ha ympamy MOmopHvIX Ha-
6bIK08, U30bIMOYHbBIE HACUALCINBEHHBIE OBUNCEHUSL 8 KOHEY -
HOCMSAX, HapYUleHUe 2A0MAaHUsL.

U3 anamnesa ncuznu: pebenok om 2-x podos, npu po-
acdenuu macca meaa 3450 e, dauna mena 54 cm. Poc u paz-
8UBANCS NO 803PACHY.

Hacaedcmeennulii anamues omseoueH: y pooHo2o 050u
nayuenma no mamepu 6 eospacme 30 1em HAOAHOOANUCDH U3-
MeHeHUe NCUXUKU, MOMOPHbIEe HAPYUIEHUSL, U OH YMeD 8 MO-
n00om eoszpacme. B cemve 2 cecmpot (24 u 6,5 20da), o6e
300po8uL.

H3 anamuesa 6oae3nu: c ocenu 2019 e. cman 3anumamo-
cs 60kcom, 6 Hauane aseycma 2020 e. — mpasma 20408bl (Ha
MPEHUPoBKe), HCAN0BANCS HA 20A08HYI0 OONb, 201080KPYHCe-
Hue. 18.08.2020 ene3anto noseuaucy 8bipadceHHbvle epUMAChL
Ha Auye, HA8A3UUBLLI cMeX; OaHHble CUMNMOMbL KYRUPOBA-
auce camocmosimensto. C 19.08.2020 nossunucy usmenenue
peuu, caronomeverue. 21.08.2020 eocnumanu3uposar 6 cma-
YUOHAp,; 8 CMAUUOHADE NOABUAOCH UMEHEHUe NOXOOKU (npu-
WiNenbvlean NPasoil Ho2o, NOABUAACH WAMKOCMb NPU X00bbe,
naoan). Co croeé mamepu, eecroii 2020 e., do mpaeémol, Ha-
0.1100aauch 3nU300bL NOBbIUIEHUS MOHYCA («CBO0UNO0 PYKU» ).
IIpu nocmynaenuu 6 cmayuoHap 6 He8pOAOUHECKOM CIMAamy-
ce ommeueHbl OU3apmpust, WamKocmo npu xoovoe, usMeHeHue
ocauku. Hasnaven dexcamemason 6 doze 1,5 me/ke/cym, nayu-
eHm noay4un kypc uyumogaasuna. Ha ghone oxcudaemoeo pe-
3YA6Mama eeHemu4ecko2o anaiu3a (nposederroeo 6 e. Kupose)
C y4emom UMeruUxXcs KAUHUMEeCKUX CUMRIMOMO8 U NOKA3a-
mesneil KOHUeHMpayuu yepyaoniasmuna (aroga-2-2100y1u-
H08) Obln ycmanoeaen npedeapumenvhuiii ouaeno3 bBK (ee-
namouepebdpanvroli ducmpoguu) U HA3HAYEH KYNPeHUA
6 doze 750 me/cym. YV nayuenma ommeuansocs yxyouieHue
COCMOSIHUSL 8 GUOE YCUACHUSL HEBPONOSUMECKOU CUMNMOMA-
muku. K mepanuu dobaenenvt yuHKkmepan, KAOHA3eNam
6 0o3e 2 me/cym, 0o3a KynpeHuaa chuxceHa do 250 me/cym;
C UeAbIO CHUIICEHUS] UHMEHCUBHOCMU OUCTMOHUYECKUX AmMAaK
K mepanuu dobasaen mudazonram. C 04.09.2020 ommeuanucsy
2NU300bL NOBbLUIEHUS. MeMnepamypol 6e3 Opyeux nposiéaAeHull
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socnaaumenvHo2o npoyecca (pacyerHena KaKk memnepamypa
UEHMPANbHO20 2eHe3a).

Maenumno-pezonanchas momoepagus 20108H020 M032a
(24.08.2020): pecucmpupyemcs namonoeu4eckuil cueHan
OM CKOPAYNbL U X8OCMAMO020 A0pa 000UX NOAYUWAPUT MO32d
cummempuuno. dugpeperyuanrvHulii duazHo3 6Ka04an MoK-
cuUKo-memaoboauuecKkoe nopascerue, suHyeparum, debom
oonesnu Kpeiimygeavoma—Arooa.

Maenummno-pe3zonancras momoepagpus opearos bproul-
HOU noAOCMU: 8blA6AEH DOPMUPYIOWUTICS UUPPO3 NEYEeHU.
B ananuze mouu noswviuen ypogenv medu — 3,99 (nopma
0o 0,94). Konuenmpauusi uepyioniazmuna 8 Kposu CHUMNCeHA —
43 me/n (nopma: 200—540 me/n). Ilposedena arombanrvHas
NYHKYUs: OQHHBIX, YKA3bIBAIOWUX HA OCMPbLIL 60CNAAUMENb-
Hblll npouyecc, He noayuero, anmumena K NM DA-peuenmopam
He 0OHapyHCceHbl.

Pebenox 6 mscesom cocmosuuu nepenpaser agua-
mpancnopmom 6 Cankm-IlemepOypeckuii eocydapcmeeHnHblil
neduampu4eckuii MeOUYUHCKUI YHUSepcUumem, 20CRUMAant-
3UPOBAH 8 HE8POAOCUYECKOe OmdeneHle.

Comamuueckuii cmamyc npu ROCMYNAeHUU: COCIOSHUE
no 3abonesanuro mscenoe. Koxca wucmas, causucmas 06o-
A0UKA A3bIKA CYyXast, 00400cena HaremoMm. B aeekux dvixarnue
Jcecmroe, npoeooHble Xpunol o ecell nogepxHocmu. Toubt
cepoua scHvle, pummuyHbvie. 2Kueom Oe30601e3HeHHblIl, M-
Kuii. Cmyn 6 Hopme, mouumcst docmamouro. Ilumanue uepes
30H0.

B peanumayuu: dvixanue uepes mpaxeocmomy. Ilumanue
yepes eacmpocmomy.

B Heeponoeuueckom cmamyce npu nOCMynAeHUU: NAYU-
eHM 8 CO3HAHUU, COCMOsAHUE MeOUKAMEHMO3HOU cedayuu
(noayuan muxkpocmpyiino mudazosam é meuenue 10 oneii).
Humennexkmyanvno-muecmuueckue yHKuuu 00CmosepHo
OUEHUMb HEBO3MOMICHO, HO CKAAObIBACMCS GnevamieHue
0 NOHUMAHUU UHCMPYKUYUIL, 3a0aHUS 8bINOAHSEI COAACHO
Quzuueckum sozmoxncnocmam. Peuv omcymemeyem.

Thasznvie weau pasnomephvie. 3pauku pasromephoie. Do-
mopeakyus coxpanena. Jlguicerue 2na3nbix 010K 8 NOAHOM
obveme, cHudcena Koneepeenyus. Hucmaem 6 kpatinux om-
sedenusx. Jluuyo cummempuunoe. f3vik no cpeoneil AUHUU.
CyxooicunbHble peghaeKcobl 0HCUBAEHDL; CAe8A Bblilie, YeM CNpa-
6a, Ha pykax u Hoeax. MvluieuHblil MOHYC pe3K0 NOBbluleH
8 pazeudbamensx 1e6oix KOHeuHocmeli, 601ee 8blpadceH 6 py-
Ke,; 8 npasbixX KOHeUHOCMAX OMYEeMAU80e U3MeHeHUe MOHYCa
1O MUy «3y0uamoeo Koneca»; IK8UHO8APYCHAS YCMAHOBKA
CMON, NPOHAMOPHOE NOAONCEHUE N8B0l PYKU, IopMUpyIouuecs
KOHMPAKmMypbl @ KUCMSAX U 20A€HOCONHbIX cycmasax. 4ye-
CcMeumenbHOCmy oueHums Heeo3moxucro. Cumnmom ba-
bunckoeo nosoxcumener cnpaga. Koopounamophuie npoooi
He gbinoansem. B nose Pombepea ne cmoum. Camocmosmens-
HO He cudum, He CmMmoum, He X00um.

15.09.2020 nposeden epauebHblii KOHCUAUYM: 8 HACMO-
sauee epems y pebeHKa umeem Mecmo opeaHuveckoe nopa-
JCeHUe 20/108H020 MO32a C 8061eHeHUeM NUPAMUOHOU, IKC-

MpanupamuoHoil cucmembsl, KOPKOBbIMU HAPYULEHUSMU.
Jupgepenyuanvholii OuazHo3 peKomMeHo008aHO NPOBOOUMD
Mexncdy eenamoseHmukyaaproil decenepayueii (bBK), opy-
eumu HelipodezeHepamueHbiMU 3a004e6AHUAMU C NpeUMYe-
CMBEHHbIM NOPANCEHUEM IKCMPANUPAMUOHOL HEPEHOIL CUC-
membt u 60ae3ubi0 Kpetimugheavoma—Skooba.

16.09.2020 koucyavmuposar eAa8HbIM GHEUMAMHbIM
demckum Heaporocom Munzdpasa Poccuu, 3aedyroueii ka-
ghedpoii Hesposoeuu, Helupoxupypeuu u MeOUUYUHCKOU 2eHe-
muku, 0.mM.H., npogeccopom B.U. T'y3e6oii: ocmpo mekyuiee
OpeaHu4ecKoe NopadceHue 20106H020 M032a C G08AeUEHUEM
RUPAMUOHOU, IKCMPANUPAMUOHOU CUCMEMbL, KOPKOBGbIMU
HapyweHuamu. Juggepenyuanvrulii duaenos npoeodumces
medxncdy bBK, dpyeumu HetipodeecenepamusHvimu 3a601e6a-
Husamu, 6one3uvro Kpeiimuygeavoma—Sxooa.

Koncyabmuposan oghpmanbmonoeom, cmomamonsoeom —
0e3 @blA6ACHHOI NAMOA0UU.

Yavmpazeykoeas 0syxmoueunas snacmoepapus nevenu
om 17.09.2020: 6 cmandapmuom akycmuueckom docmyne,
npU HOPMAMUBHBIX 3HAUEHUSIX 21y OUHb! 8bINOAHEHO UCCAL00~-
8aHUe 60 BHECOCYOUCMbIX YHACKAX NAPEHXUMbL NPABOLL 00-
au nevweru. Meouarna nanomuocmu nevernu: 15 kIla. IRQ 29 %
(umo coomeemcmayem msxiceaoil cmaouu Guoépoza neueru
no METAVIR F4).

Koncyavmauyus ouemonoea om 17.09.2020: npoepeccupy-
rouas 6eak080-sHepeemu1eckas HedoCmamo4HOCMb CPeoHell
cmenenu, cMeuanHoeo eenesa. Hapywenus obmena meou.

17.09.2020 korcyavmupoear anecme3uon020M-peanuma-
moanoeom Cankm-IlemepOypeckoeo eocydapcmeenHoeo nedua-
mpuueck0eo meouyuHckoeo yHusepcumema. C yuemom 4acmoix
NOGMOPAIOUWUXCS RPUCMYN08 OUCIMOHUYECKUX AMaK, He nod-
oarouguxcsi MeOUKamMeHMO3HOU KOPPeKyUlL, bipadceHH020 60-
16020 cuHopoma (unmencugHocms 6oau do 10 6ar106 no eu-
3YANbHO-AHAN02060l WKae 60AU) C Ueabl0 KYNUpPOBaAHUS
0016020 cundpoma K mepanuu 0o06aséieH napauemamon 6 0o3e
10 me/xe kaxncovie 6 u, kemamun 5 % pacmeop 0,3 me/ke/u
NOCMOSIHHO MUKPOCHPYIHO.

Ha pone mepanuu noaoxcumenvHoil OUHaAMUKU He OM-
Meuanoch, 604e60i CUHOPOM COXPAHAACA, NPAKIMUYECKU OM -
Cymemaeo08asn HouHol coH. B ces3u ¢ mscecmoro cocmosinus,
solpaxcenHvim bonesvim cundpomom 18.09.2020 peberok bvin
nepeseder 6 omoeneHue peaHUMAyUU U UHMeHCUBHOU mepa-
nuu.

3a epems HaxodxcOeHUs 6 omoeseHUuU pearuUMayull U UH-
MEeHCUBHOU mepanuu npoedeHa mepanus: ce0amueHas,
npomueocydopoNicHas (MUKpocmpyliiHoe gedeHue cubasona,
genmanun, dexcdop),; aHmueunepkunemuueckas (6axnoger,
KAOHA3enam) ¢ Koppekuueil 003bl; NPOONeHHASI NePUHeBPaNb-
Has 6a0okada (naeuesoe cniaemerue cie6a) ¢ Ueabio yMeHblie-
Hus 001€6020 CUHOPOMA U PA3PAbOMKU KOHMPAKMYP CYCMa-
608, HANOJMCEHUEe MPAXEOCMOMbL, CAHAUUS MPAXeoOPOH-
XUAbHo20 depesa (aHMUbGAKMepUaIbHas Mepanus.; UH8aH3 +
+ eanxomuyun, ¢ 01.10.2020 — uyegponepaszon + cyavoak-
mam); HanoNceHue 2acmpocmombl (SHMePaLbHOe NUMAHUe,
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Puc. 1. Cocmosinue pebenka 6 Momenm nepeuuHo20 0cMompa, nposederue
ceccuu 6omyaunomepanuu nod Konmponem snekmpomuoepaguu (Dentac)

Fig. 1. Child’s condition at the first examination, electromyography-guided
botulinum therapy session (Dentac)

COXpaHeHue Yacmu4Ho20 napeHmeparvho2o numatus). Ipo-
doaviceHa Xeaamuas mepanus (yeeauuenue 003bl KynpeHuaa
do 500 me/cym).

25.09.2020 nayuenm KOHCYAbMUPOBAH 2€HEMUKOM.
Nuaenos: bBK. Pexomendosanusl npuem Kynpenuaa, oocae-
0o6aHue cembl (8bl6AeHUE HOCUMEALCIBA NAMOA0CUMECKUX
mymauuil 6 eene ATP7B 045 npoeHo3a nomomcmaea).

3

25.09.2020 noayuen pesyavmam eeHemu4eckoeo aHaiu-
3a: o6Hapyxcena namoaoeuveckas mymayus H1069Q 6 eene
ATP7B 6 uccaedyemom noxyce c¢.3942del. AT(ex. 17).

Maenumno-pe3oHancHas momoepapus 20108H020 M032Q
om 25.09.2020: kapmuna nopasicenusi 6 6a3anbHbviX A0pax
¢ 0beux cmopoH, Haubonee XapaKmepHa 045 2enamoneHmu-
KYAAPHOI OeceHepayuu.

TIpoxanbyumonuro8bLi Mmecm ompuyamenbHulil.

Ananu3z mouu om 24.09.2020: yposerv medu — 620 (Hopma:
3—50), 6 dunamure om 08.10.2020 — 701.

Ananuz kposu om 24.09.2020: yposenv medu — 0,761
(nopma: 0,75—1,45), 6 dunamure om 08.10.2020 — 0,66.

28.10.2020 nposeden KoHCUAUYM; HA OCHOBAHUU npeo-
CMABAEHHBIX OAHHBIX 0 NAYUeHme NPUHAMO KOANe2UANbHOe
peuierue o nposederuu 1-eo smana bomyaunomepanuu npe-
napamom Jlucnhopm.

Cocmosnue nayuenma Ha MOMEHM KO0AAe2UANbHOO0 OC-
MOMPA: MEHUH2eaAbHble CUMNMOMbL Ompuyamenshsie. Jluc-
moHUUecKUe amakyu MHOMCeCMBeHHble, ¢ OMUemAUGbIM OU-
CMAHMHbBIM KOCMHbIM MPECKOM 8 N0KMesoM cycmase,
¢ OmMKpbl8aHUueM pma, CKpyHueaxHuem s3vika, desuaiyueil
HUICHell ueatocmu, npueedeHuem U npoxHayuei npasoii eepx-
Hell KOHeYHOCMU U YCUAeHUeM Mblull-paseudbamenel 6 1e60M
sn0Kmesom cycmaee (puc. 1), npusedenue u 6 noaodicerue
naavyes cmon 6 IKcmeH3uu (00avuie 1e60ii).

Ilpunamo pewenue o npumeHeHuU OOMYAUHUHECKO2O
Hetponpomeuna (Aucnopm 500 E0) 0as Kynupoearnus Ou-
CIMOHUYECKUX amak u 6046020 cUHOpoMa, a makice cnac-
muyeckux ycmanogox. B npoyedyprom kabureme nod koum-
poaem anekmpomuozpaguueckoeo annapama (Dentac)
nposedena ceccusi GOMyAUHOMEPANUU 80CCMAHOBACHHBIM
npenapamom Jucnopm 500 6 doze 1000 E0 (maba. 1).

Taoauna 1. [Ipomoxon 2 ceccuit bomyaunomepanuu (09.10.2020u 28.10.2020)
Table 1. Protocol of two sessions of botulinum toxin therapy (09.10.2020 and 28.10.2020)

Second session of botulinum toxin
therapy (28.10.2020), Units (total
injected dose 500 Units)

First session of botulinum toxin
therapy (09.10.2020), Units
(total injected dose 1000 Units)

CoOCTBEHHBIE MBIIILBI I3bIKa 20
Intrinsic tongue muscles

Ml ina (m. orbicularis oris, m. depressor anguli oris) 20
Facial muscles (m. orbicularis oris, m. depressor anguli oris)

XKeBatenbHble MBILIILBI (1. masseter) 60
Muscles of mastication (m. masseter)

KpbutoBuaHbIE MBI (1. pterogoideus lateralis et medialis) 40
Pterygoid muscles (m. pterogoideus lateralis et medialis)

Bosnbias rpynHast Mbliisl (m. pectoralis major (d)) 50
Pectoralis major muscle (m. pectoralis major (d))
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Muscle

3

Okonuarue maon. 1
End of table 1

JIByrnaBas Mbliua rieva (m. biceps brachii (d))
Biceps brachii muscle (m. biceps brachii (d))

IIneueBas mbiiiiia (m. brachialis (d))
Brachialis muscle (m. brachialis (d))

IIneuenyueBast muiiiia (m. brachioradislis (d))
Brachioradialis muscle (m. brachioradislis (d))

Kpyrnblit mpoHatop (m. pronator teres (d))
Pronator teres muscle (m. pronator teres (d))

JlokTeBoii 1 TydeBoii crudareau KucTu (m. flexor carpi
radislis et ulnaris (d))

Flexor carpi ulnaris and flexor carpi radialis muscles (m. flexor
carpi radislis et ulnaris (d))

[iry6oxwit ¥ TOBEPXHOCTHBIN CTUOATENIN TTAJTBIIEB

(m. flexor digitorum profundum et superficialis (d))

Flexor digitorum profundus muscle and flexor digitorum superficialis
muscles (m. flexor digitorum profundum et superficialis (d))

ITpuBonsiasi, oTBOASAIIAS, KOPOTKUI CrudaTeib 00/1b-
mworo nanbia (adductor pollicis, opponens pollicis, m. flexor
pollicis brevis (d))

Adductor pollicis muscle, opponens pollicis muscle, and flex

or pollicis brevis muscle (adductor pollicis, opponens pollicis,

m. flexor pollicis brevis (d))

Maunast kpyriast Mbla (m. teres minor (s))
Teres minor muscle (m. feres minor (s))

TpexrnaBasi Mblla 1eya (m. triceps brachii)
Triceps muscle (m. triceps brachii)

Pasrubatenu manwues (m. extensor pollicis (s))
Extensor pollicis longus muscle (m. extensor pollicis (s))

JlokTeBoii u TydeBoli pa3rudaTes KUCTU (m. extensor carpi
ulnaris et radialis (d))

Extensor carpi ulnaris and extensor carpi radialis muscles (7.
extensor carpi ulnaris et radialis (d))

MKXpoHOXXHEIE MBIIIIIEI (7. gastrochemius (d/s))
Gastrocnemius muscle (m. gastrocnemius (d/s))

Kam6anoBumHbIe MBIIIIIB (1. soleus (d/s))
Soleus muscle (m. soleus (d/s))

First session of botulinum toxin Second session of botulinum toxin
therapy (09.10.2020), Units therapy (28.10.2020), Units (total
(total injected dose 1000 Units) injected dose 500 Units)
60 30
45 25
30 15
20 10
50 25
35 20
20 —
20 —
60 45
40 30
45 30
235 180
140 100

Ha gpone yayuuenus cocmosHus u Kynuposanusi OUCMoHU-
yeckux amax 15.11.2020 nayuernm 6vin ebinucar 0omoii ons
npoeedeHls: peaduAUMayul 8 amoy1amopHbIX YCA0BUSIX.

Jloma pebenox 3anumaemcs ¢ ymsceaumenamu, camo-
CMOSAMeNbHO Cmaem HA KOAeHU, YOepicueaem pagrHosecue;

OMMeUaromcs AKMUBHble 08UNCeHUs 8 npasoil pyke (puc. 2, 3).
Coxpansiemcs paseubamenvras KOHMPAKmypa 1eeoii pyku.

B cenmsope 2021 e. npu naanogom nocmynieHuu 8 cma-
YUOHAD OMMeYeHO Hapacmauue CHACMUYHOCMU 8 GePXHUX
U HUJICHUX KOHEYHOCMAX.

[oe]
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Ha pomo: cocmosinue 201eHOCMONHbIX CYCMAB08 ¢ IKBU-
HoeapycHoll degopmayueil (puc. 4), 1yue3ansicmuvix — c 8bi-
PAdICeHHOU ceubamenvroli KOHMpaKmypoil (puc. 5), 10Kmesbix:
npagoeo cycmasa 8 noaodceHuU ceudanus, 16020 — 6 NoA0-
acenuu pazeubanus (puc. 6).

Puc. 2. Peabusumayuonnsie meponpusimusi 8 0OMAUHUX YCAOBUSX Puc. 4. Dxeunosapycrnas depopmaiyus e01eHOCMONHbBIX CYCMABO8

Fig. 2. Rehabilitation measures at home Fig. 4. Equinovarous deformity of the ankle joints

-

Puc. 5. Ceubamenvhas KOHMPAKMypa Ay4e3ansicmHbiX CyCmagos

Fig. 5. Flexion contracture of wrist joints

Puc. 3. Camocmosmenvruiii nodsem Ha KoaeHU Puc. 6. Pazeubamenvhas KoHmpaKxmypa 16020 10KmMe8020 Cycmasa

Fig. 3. The patient can rise on his knees without support Fig. 6. Extensor contracture of the left elbow joint
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Tabmaua 2. [Ipomokon unsekyuorHoll ceccuu 6omyaurnomepanuu Jucnopmom 500 6 obuieii dose 1000 E0 6 cenmsope 2021 e.
Table 2. Treatment protocol with botulinum toxin (Dysport®) injections; total dose 1000 Units in September 2021

Muscle

Session of botulinum toxin therapy
(d — right/s — left, Units)

JIByrnaBast Mblla tieva (m. biceps brachii)
Biceps brachii muscle (m. biceps brachii)

[neueBast mprma (m. brachialis)
Brachialis muscle (m. brachialis)

[neuemyueBast mbiia (m. brachioradialis)
Brachioradialis muscle (m. brachioradislis)

Kpyruetit mpoHaTop (m. pronator teres)
Pronator teres muscle (m. pronator teres)

JlokTeBoii u rydeBoii crubareny Kuctu (m. flexor carpi radialis et ulnaris) 50

50 =

30 —

20 —

Flexor carpi ulnaris and flexor carpi radialis muscles (m. flexor carpi radislis et ulnaris)

Dry6okuii 1 MOBEpXHOCTHBIN crubatenu nanblies (m. flexor digitorum profundum et

superficialis)

Flexor digitorum profundus muscle and flexor digitorum superficialis muscles (m. flexor digitorum

profundum et superficialis)

TIpuBomsIIast, OTBOMSIIAST, KOPOTKUI crudaTesib 6oJbIoro nanbla (adductor pollicis,

opponens pollicis, m. flexor pollicis brevis)

20 —

Adductor pollicis muscle, opponens pollicis muscle, and flexor pollicis brevis muscle (adductor

pollicis, opponens pollicis, m. flexor pollicis brevis)

TpexrnaBasi Mbllia 11e4a (m. triceps brachii)
Triceps muscle (m. triceps brachii)

Pasrubatenu nanbies (m. extensor pollicis)
Extensor pollicis longus muscle (m. extensor pollicis (s))

JlokTeBoi1 1 TydeBoii pa3rudarenu KUCTH (m. extensor carpi ulnaris et radialis)

= 100

Extensor carpi ulnaris and extensor carpi radialis muscles (m. extensor carpi ulnaris et radialis (d))

M KpoHOXHBIE MBIIIIIBI (1. gastrocnemius)
Gastrocnemius muscle (m. gastrocnemius)

Kamb6anoBugHbIe MBIIIIEI (72. Soleus)
Soleus muscle (m. soleus)

3amgHsas 6oblIeoepiioBas Mela (m. tibialis posterior)
Tibialis posterior muscle (m. tibialis posterior)

90 90

90 90

100 100

B unsexyuonnyto ceccuro bomyauromepanuu Jucnopmom
500 6 obweii doze 1000 EJ 6 cenmsope 2021 e. 6viau 6xat0-
YeHbl MblULLbL, NpedcmasieHHble 8 maoa. 2.

B okmaobpe 2021 e. pebenox nocmynun ¢ Pedepanvhotii
Hay4Hblil yeHmp peabusumayuu uneaiudos um. I.A. Arvopex-
ma 0451 peuleHUs BONPoOca 0 80CCMAHOBACHUU AHAMOMUYECKUX
U (QYHKYUOHANBHBIX B03MOICHOCHEL N1€8020 NOKMEB020 CY-
cmasea. Ilpedeapumenvro 6 psde cmpaH 6biAU NPOKOHCYAb-
MuUpoBansl peHmeeHoepamMmsl nayuenma. 3apyoesicHsie cne-
yuasucmsl COWAUCL 80 MHEHUU MOAbKO KACAMEeAbHO
B03MOJICHOCIU IHOONPOMEIUPOBAHUS NOKMEBO2O CYCMABa.
Ha koncyasmauuu npogpeccopa H.B. Illleedosuenko peko-

MendoeaHo onepamusHoe aeuerue. OnepamueHoe emeua-
MeabecmEo COCMON0 U3 CAeOYIOUUX IMAN08:

1. Yoaunenue 6o ppormanbHoil RAOCKOCMU CYX0ICUAUS
mpexenagoii mvluiyvl naeua. Ilposedena wadsuwas pedpecca-
Yus, C MUHUMAAbHBIM YCUAUEM O0CMUSHYMO ceudanue 6 10K -
mesom cycmage do yeaa 40°, kancyna n10Kmeeoeo cycmasa
He 6451aCb NPENIMCcmeueM U 0Cmanacs UHMAaKmHoOLL.

2. Buidenennvl cyxoxcurus 60abuioll epyOHOil Mblullbl
U wupouaiiuiell Molullybl CNUHbL. YKa3anHble cyxXoicunus om-
ceueHbl Om Mecma NPUKpenierus K nie4eeoil Kocmu, KoHeu-
HOoCMb C80000HO ycmaHoeAeHa 8 cpedHepu3uosocu4ecKoe
noA0JCEHUE ¢ HYAeB8ol pomayuell.

[oe]
(9]
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Puc. 7. Konmpaxkmypa negoeo nokmegoeo cycmaga (cocmosHue do onepa-
MUBHO20 6MEUAMeNbcmea)

Fig. 7. Contracture of the left elbow joint (before surgery)

3. Omceuena om mecma npukpenienus K 10namie cyxo-
JACUNbHAS YACTD MEOUANbHOU 20108KU MPEXeNaB0Ll Mblulljbl
naeua, umo 0ONOAHUMENbHO 0aA0 BO0ZMONCHOCHIb YEeAUH UMb
naccueHoe omeedeHue 6 nie4esom cycmase.

4. Boavwas epyOHas mMululya u wupo4aiiuias Moliya
CNUHbI BHOBb 3APUKCUPOBAHDL K NACUEBOL KOCHU C NOMOULIO

«AKOpell», nepemeujeHe om mouex NepeutHo20 NPUKpenie-
Hus Ha 55—60°.

Puc. 8. Cocmosnue koneunocmu 6 momenm onepayuu

Fig. 8. Limb condition at the time of surgery

Puc. 9. Cocmosnue pyku nocae npogedeHH020 0nepamuHo2o emeuamens-
cmea

Fig. 9. Arm condition after surgery

5. Panvt nocnoiino yuwiumst Haeayxo. Koneunocmo 3aghuk-
CUPOBAHA 8 CPeOHeM NOAOICEHUU 3A0Hell 2UNCO80L WUHOI.

Cocmosnue 1e60e0 10KmMego2o0 cycmasa 00, 8 MOMeHM
U nocie 0ONepamueHO20 BMeuamenbcmeda npusedeHo
Ha puc. 7—9.

Ilocne 2-ii ceccuu 6omyaunomepanuuu ¢ 2021 e. nayu-
eHm He HYHCOAACs 8 NPOBeOeHUU NOCACOYIOUUX UHBEKYUOHHBIX
ceccuil u menepb nepuodu4eckKu nPoxooum Kypcol peaduiu-
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Puc. 10. Yayuwenue osueamenvroix pyHKyull nayuenma: uepaem 6 meHHUC

Fig. 10. Improved motor functions: the patient is playing tennis

Puc. 11. Vayuwenue dsueamenvnvix pyHKyui nayueHma: camocmosmens-
HO e30um Ha enocunede

Fig. 11. Improved motor functions: the patient is riding a bicycle on his own

mayuu. B nacmosiuee épemsi pebeHok 3aHUMAemcsl Ae4eOHOlL
PU3KYAbMYPOIl, CAMOCMOImMenvHo beeaem, uepaem 6 Ha-
CMOAbHBLIL MeHHUC, e30um Ha eeaocunede (puc. 10, 11).
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in patients with Wilson disease: Impact on genetic testing.
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Takum 00pa3oM, MOXHO CIEJIaTh CJICAYIOIINE BEIBOIBI:

1. IMCTOHUY pa3IMYHON 3TUOJOTHM CTaBIT IEpe.
BpayaMM BOITPOC paHHEH peaOMINTAIUY JaHHBIX OOJTbHBIX,
BILIOTH JI0 peaHMMallMOHHOI'O 3Tala, J0Ka3aTeJbHBIM Me-
TOIIOM OOTYJIMHOTEPAIUH.

2. [TpaBuIbHOE ¥ CBOCBPEMEHHOE KYIUPOBAHUE TM-
CTOHMYECKHMX aTaK IpernapaTaMu 00TYJIMHUYECKOTO Heli-
pPONPOTENHA TTO3BOJISIET KYIMMPOBATh OOJIEBOM CUHIPOM,
YMEHBIIIUTb U JUKBUIUPOBATH TSKEJIble KOHTPAKTYPhI
Pa3JIMYHBIX CYCTAaBOB, YMEHBIIUTh KOHTPAKTYPY MBIIIIL]
sI3bIKA Y IEBUAITNIO HYDKHEM YEJTIOCTH LISl BOCCTAHOBJICHMUS
byHKIIMM OpOMaHIUOYIIPHOM CUCTEMBI.

3. I1poBeneHMe 3TAITHOTO BBENEHMS OOTYTMHUYECKOTO
HEUpONpPOTerHA IIPY KIMHUIECKUX TTPOSIBJICHUSIX TTO3BO-
JIWJIO HAIleMy MalMeHTY COXPaHMTh KaIlCyJy KpYITHOTO
cycTaBa M B MEHbIIEM O0beMe IPOBECTU XUPYpPrude-
CKOE€ BMEIIATEJIbCTBO Ha CYXOXWJIBHO-MBIIIIEYHOM arima-
paTe 6e3 IPUMEHEHUST OCTEOTOMMU ¥ 3HIOIPOTE3UPOBa-
HMSI JIOKTEBOTO CYCTaBa.

4. Tepanust 60TYIUHUYECKUM HEUPOMPOTEUHOM SIB-
JISIETCSI OCHOBOIIOJIATaoIIeil B JICUCHUM PE3UCTCHTHBIX
(bopM AMCTOHMYECKUX aTaK M CITACTUIHOCTH Pa3IMYHOM
JIOKaJIM3alliK TIPYU psife 3a00JIeBaHUIA, B TOM YUCIIE TIPU
BBK.

5. dna namuenToB ¢ BBK o0si3atebHbI Tpoao/sKeHre
MOXU3HEHHON MaTOreHeTUYECKOM MeIb-3JIMMUHUPYIO-
e Tepaliy U COOTIONEHNE TUCTHI B CBSI3U C UMEIOIITM -
Cs TEHETUYECKU IeTEPMUHUPOBAHHBIM HapyIIEHUEM Me-
TabosM3Ma Meau, B pe3yJbTaTe 4Yero MPOUCXOIMT
M30BITOYHOE OTJOXEHUE MeAU B OpraHaxX-MUILICHSX,
B TIEPBYIO OYepe/ib B MEUEHU U 0a3ajbHbBIX TAHTJIUSX TO-
JIOBHOT'O MO3ra.

6. lucToHMS Yallle BCEro COIPOBOXIACTCS O0IE3HEH -
HBIMU (PUKCUPOBAHHBIMU JAUCTOHUYECKUMU I103aMU
M 4acTO He MOIIACTCsS MeIb-3JIMMUHUPYIOIIEH Teparuu;
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KYIMPOBaHUE TUCTOHUYECKUX aTaK OOTYJIMHOTEpaTIUECH.
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