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Cnucok cokpaleHHH

AJIT — anannHaMuHOTpaHCchepaza

ACT — acnaparunaMuHoTpaHchepasa

AT®daza — aneno3unrpudocdaraza

BB — 6one3ns Bunscona

I'TT — ramma-riryramunTpaicdepasza

MHO — MexayHapoaHOe HOpMaIH30BaHHOE OTHOIIEHHE
OTII — opToTOonMUecKas TpaHCIUIAHTAIMS ICYCHH
[T — npoTpoMOHHOBEII HHIEKC

VY31 — ynsTpa3ByKOBOE HCCIEAOBAHUE

I[P — menounas pocdaraza

MPT — MarHuTHO-pe3oHaHCHas ToMorpadus
O0T" — anexrposHuedanorpadus

IMHC — ueHTpanbHast HepBHAs CUCTEMA




TepMHHbI H onpeacjacHHA

XegaTupylomasi Tepamust (MeIbXENAaTHPYIOIIAs Tepamusi) — CHocod  JeueHus,
3aKJIOYAIONUICA BO BBEJCHHH IIPENApaToB, CBA3BIBAIOIINX M BBIBONMIIMX H3 OpraHH3Ma HOHBI

TSOHKENBIX METAIUIOB (HalIpUMep, MEeIIH).



1. KpaTkas uHdopmanus no 3a60j1eBaHHI0 HIIH COCTOSIHHIO (Tpynne 3a0oJieBannii

HJIH COCTOSIHHIT)

1.1 Onpenesienne 3a60JIeBAaHUS WIH COCTOAHHSA (TPYNNBI 3200 eBannii HIH cOCTORHHIT)

Bosezns Bunscona (bB) (cunonuMsl: 60ne3us Buibcona-KoHoBanosa, renaTojleHTUKYIIpHAs
JereHepanus, remarouepeOpansHas auctpodus) —  peaxoe  TDKENOE  HACHEACTBEHHOE
MYJIIETHCUCTEMHOE 3aboneBaHue, HPOSIBILTIONIEeCs IIPENMYIIECTBEHHO NeYEHOYHBIMH,
HEBPOJIOTMUECKUMHU U NICUXUATPUYECKUMH HAPYIIECHUSIMH BCIIEACTBHE YPE3MEPHOrO OTIOKCHUS MEAU
B opraHax u TKaHsax [1]. DTo 3aboneBaHne OTHOCUTCS K YHCIY TPYAHO AUArHOCTHPYEMBIX B CBSA3H C
JUIMTEJIGHBIM JIATEHTHBIM TEHYEHHEM W NOJUMOP(U3MOM KIHMHHUYECKOH cuMnroMaTuku. BB moxer
KJIMHAYeCKH MaHU(eCTUPOBaTh KaK B IETCKOM H IIOAPOCTKOBOM, Tak U B OoJee crapmeym Bo3pacrte. [1pu

OTCYTCTBHH MeIb-3JTAMUHUPYIOMIEi Tepanmuy 3To 3aboieBanue gpisercs GparaibHbIM.

1.2 3THoJIOTHA M NATOreHe3 3a00J1eBaHHA MM cocTOSIHUS (TPynnbI 3a6oJeBanuii HIH
COCTOSIHHIT)

BB pasBuBaeTcs npu HAIMYMH Yy 4eNOBEKa INATOrEHHBIX BAapUAaHTOB B KOMIIAyHH-
reTepO3UrOTHOM (Hallle) MIIH TOMO3HTOTHOM (peXke) coCTOSHUM B reHe ATP7B, KOoTophlii pacrionaraeTcs
Ha JUTMHHOM ILIeYe 13 xpomocoMmsl (13q14.3-q21.1) u cocrout u3 21 3x30Ha u 20 unTpoHOB (06T
TreHOMHas JUIHHA reHa CoCTaBieT 0koi0 80 ThICAY nap OCHOBaHHif).

I'en ATP7B xogupyeT OQHOMMEHHDI Meab-TpaHCIOpTUpYIomHit 6enok u3 rpynnst ATda3z P-
THIA, KOTOPHIH pacronaraercs B TpaHC-I'oJbkM anmapate, ofecreyuBacT TPaHCIOPT MEAH depes
MeMOpaHbI OpraHe/Ul renaTolUToB, CIOCOOCTBYS BEIBENEHHIO €€ C KENUBIO, a TAKKEe BKIIIOUEHHUIO B
x;aonexyny anouepyyomIasMiHa (uepynonnaéMnH 0e3 Menn) ¢ oOpazoBaHHEM royouepynoNIa3MUHa
(uepynomnnasmMuH ¢ 6 Monekynamu MeaHn). HauGonee Beicokas skcripeccus rea ATP7B Habmonaercs B
TIE4EHH, OTHAKO OH TAKOKE DKCIPECCHUPYETCS B IIOUKAX, IUTAIEHTE, MOJIOYHBIX JKeJIe3aX, TOJIOBHOM MO3re
M JETKHX.

Tun HacnemoBanms BB ayrocoMHo-peneccupHbiii. K Hactosmemy BpemeHu B reHe ATP7B
omucano Gonee 700 maroreHHbx BapuaHtoB [88], Gonpmias HacTh M3 KOTOPBHIX SABISIOTCS MHUCCEHC,
OJIHAaKO HOHCEHC, WHCEpLUHMI/IeNelnl 1 MyTalMu caliToB CIUTaiicMHra Taioke Bcrpevatores [13, 14]
Haubonee pacnpocTpaHEHHBIM NAaTOr€HHBIM BapHaHTOM B reHe ATP7B cpelu €BpOINCOMIHOM pachl
seigercs H1069Q. Oxono 50-80 % mamuentoB ¢ bB, mpoxusarommx B crpaHax llenrpanbHoif,
Bocrounoii n CeBepHoii EBpOIEI ABISIOTCA HOCHTEIIMH IO KpaifHe#l Mepe OJHOro ajuleisi ¢ TaKUM
BapuaHToM. ITo maHHBIM psna uccienosarelneil, B Poccuu cpefn NalMEHTOB € MOATBEPKIAEHHBIM

nuarnoszoM BB nons GonsHeix ¢ Bapuantom H1069Q B retepo3uroTHoM cocTossHuM cocTaBiset 50 %,



a JIoNg NalMeHTOB C THM BAPHAHTOM B TOMO3UTOTHOM cocTosiHuN — 26,3 % [17]. B HacTosmee Bpems
YETKHUX KOPpEJSIUii MKy NaTOreHHBIMH BapHanTaMu U ¢peHoTnamu BB HensBecTHO.

Mene no cBoeMy oOmeMy COAEpXAaHHIO B Telie YEJIOBEKA 3aHUMAET TPeTbe MECTO Cpelu
TIEPEXOHBIX METAILIOB, HE3aMEHUMEBIX JUIA opranusMa. OHA BHICTYHaeT B ponu Kodakropa H (wim)
CTPYKTYPHOTO KOMITOHEHTAa I/ HECKOJNBKHX (DepMEHTOB, Y4acTByeT BO MHOIMX (U3HONIOrHYecKUX
npoleccax, BKIIOJast 3HepreTuieckuii 0OMeH, aHTHOKCUIAHTHYIO 3alIUTy 1 0OMEH kenesa.
dusnonornyeckas NOTpeOHOCTE B MEIH JUIS B3POCHBIX cocTaBisieT okono 1,0 Mr/cyt, ang jereit B
3aBHCHMOCTH OT Bo3pacTHOi rpynnsl — ot 0,5 mo 1,0 mr/cyt [18]. B opranusm Meanr Mocrymaet B
ocHoBHOM ¢ mumeii. Haubonee Goratsl Menpi0 IeYeHb, MOJUTIOCKH, KpaObl, KpeBETKH, YCTPHIIBI,
no6cTepsl, coeBble 60651, MOKOMAN, OpeXH, 31aku. Cpe/iHee MOTpebIeHHE MEIH Y YeIOBEKA COCTABISET
1,5-2,5 mr/cyr. Bepxuuii momycTumelii ypoBeHs motpebiaeHus cocTasiseT 5 Mr/cyT. BecackiBanuio B
NPOKCMMANBHBIX OT/eNaX TOHKOM Kumku moasepraercsa ot 20 % (mpu morpebaenun 6onee 5 mr/cyr)
no 50 % (npu morpeGnenun MeHee 1 Mr/CyT) Meau, OCTANBHOE JKCKpETHpyeTcs ¢ (eKanbHBIMH
Maccamu. B kxpoBH BcocaBmascs MeIb CBS3BIBacTCA C albOyMMHOM M TPAHCKYIPEHHOM H
TPAHCIOPTHPYETCs Yepe3 MOPTANbHYIO BEHY B IICUCHb.

Cuamxenue ¢yHKIHH Meb-TpaHcniopTupytomeit AT®a3s1 B pe3ynsTaTe NaTOreHHBIX BapHaHTOB
B reie ATP7B B KOMIayHJ-T€TCPO3UTOTHOM HJIM TOMO3UTOTHOM COCTOSSHUM IIPUBOJUT K HAPYILECHHIO
renaroOWINapHOH IKCKpELMH MeIu U Hapyme}imo ¢€ BCcTpauBaHHUA B LepynolutasmuH. Ilockoneky
IEPUON TIOJY)KH3HH aloLepy/oia3MHHAa 3HAUUTENIBHO KOpOYe TAKOBOTO Y LiepyNoIUIa3MHHA,
Harpy>eHHoro Menslo (S5 4 nporus 5,5 cyr), npu BB, kak npasuiio, B KpOBH HaOJIOAETCS CHUXKCHUE
COJICpXKaHUs IepyJoIulasMUHa. BMmecte ¢ TeM mnpuMepHO y TpeTH mainueHToB ¢ BB yposens
LIEpY/IOIUIa3MHHA B KPOBH MOXET OBITH B Ipefieax HOpMalbHBIX 3HaueHuil. Heo6xomimo oTMeTHTS,
YTO HCIOIH30BAHUE METO/IA ONIPEEICHIS MeIb-3aBUCHMO#t OKCHIa3HOH aKTHBHOCTH ITO3BOJISET TOYHEE
ONpENENUTh COJAEPKAHHUS aNoLEPY/IOMIa3MHHa, B TO BpeMs KaK MMMYHOJIOTHYECKHE TECTHI MOTYT
3aBBIIATH HOyYaeMbIe 3HAYCHN, T.K. He CTOCOOHE! NG ¢epeHIIHPOBATh ano- ¥ roJIoNEpyIOIIa3MUH.

OcHoBHEIM crneacTBueM Aedurura Meab-Tpancnoptupyomeii AT®asb! sBiseTcs HaKOIUICHHE
MeIU B Pa3HYHBIX OpraHax M TKaHAX: MEPBOHAYAIHHO — B IIEUEHHU, 4 110 MEpE MPOTPeCcCUPOBAHU
3aboneBaHUs M IPH OTCYTCTBHHM JICUEHHS, KOrJa CHOCOOHOCTH IEYEHH aKKyMYJIHPOBAaTh MeIb
HCUEpNBIBACTCS, — B TOJIOBHOM MO3T€, POTOBHLE IJ1a3 U NMOYKaX. IT0 00yCIOBIHBAaET NOJUMOPGH3M
KIMHMYeckuXx nosneHuit BB. Hakomnenue Meau B mapeHXMMAaTO3HBIX OpraHax CONPOBOXKIAETCS
CHIDKEHHEM COAepkaHus oOmieii Melu B CHIBOPOTKE, T.K. B HOpMe 0k0j10 90 % o01meii Meau cocrasiser
Me/ib, CBSI3aHHAas € LePYJIOIIa3MHHOM.

HecMotps Ha BaxXHEHIIyI0 poiab MeW BO MHOTHX (HM3MONOrHYECKHUX MpoIeccaX, e€ H3OBITOK
ABJIAETCS yOMTEBHBIM U1 opraiusMa. [larorennsie a¢gdexrs! n36bITKa MEAU B KIIETKE OINIOCPE0BAHEI

o6pa3013aHneM CBOOOTHBIX PAIHKAIOB C pa3BUTHEM IIEPEKHCHOT'O OKHUCIICHUA JINITUI0B, IIOBPEKACHHUEM
7




6€eIKOB, HYKJICMHOBBIX KHUCJIOT, MUTOXOH/IPHI B COYETAHHH C HCTOIEHHEM AHTHOKCHIAHTHBIX CUCTEM.
Menp MOXeT Takke HHTHOMPOBaTh GYHKIINH MHOTHX O€JIKOB, HANPSAMYIO CBSA3BIBAICH C X THOJIOBBIMHU
1 amuHorpynnaMu. Kpome Toro, H30BITOK MeIH aKTHBUPYET NPOANIONTOTHYECKHE MeXaHN3MBL. Bcé 510
B KOHEYHOM CYETe MPUBOAUT K paspyNICHHIO NMEPErpY’KEHHBIX MEABIO KIETOK, NPEUMYILECTBEHHO
renaronuToB. JIM3KC TaKUX renarolUTOB OOYCIOBIUBAET IIOBHIIIEHHE COIEpKaHMs cBOOOAHOI MeH B
CBIBOPOTKE H, CJIEOBATENIbHO, KOMIIEHCATOPHOMY NOBBIIIEHHIO €€ CYTOYHOH J3KCKPELUH C MOYOit U
HaKOIUIEHHIO B Jpyrux opraHax-mumensx [19]. Ilomumo ostoro, m36srroxk cBobGogHOif Meau B

CBIBOPOTKE MOXKET NPHBOAUTE K TEMOJIUTHYCCKUM KpHU3aM [4]

1.3 Dnnaemuoiorus 3a00JeBAHHS HJIHM COCTOTHUA (rpynns! 3a00JeBaHuil HIH

COCTOSIHMIH)

bonesnp Bunmscona sBusercs peakuM (opdpaHHBIM) 3a0oeBaHHEM, XOTH IOKa3aTeH

pacnpocTpaHEHHOCTH BapbUPYIOT B 3aBUCHMOCTH OT HccienoBanus. [Io naHHeIM psia uccnenoBaHuid,
e€ pacnpocTpaH€HHOCTh cocTaBiieT okosno 1 cmygas Ha 7 000-10 000 naceneHus, B TO BpeMsi Kak
4aCcTOTa FeTepO3UrOTHOrO HOCUTENHLCTBA NTaToreHHbIX BapuanToB B ATP7B cocraBnser okono 1:40 [20,
21].

Haubonee wacro yxasmiBaercst pacmpoctpanénHocts 1:30,000 [21, 22, 23, 24,140]. Bonee
nosmuue uccnepoBanust u3 Kuras [141] u ®Ppanmuu [142] cBuaerenscTByloT 0 Oonee HHU3KOIA
pacnpoctpaneHHocTH 1: 56,000 u 1:66,000, cooTBETCTBEHHO.

[To mannbM ananusa ¢enepansHOro perucrpa opdanHsix 3abosneBanuit, B Poccun B 2014 n
2015 rr. 65110 3aperucTpupoBaHo Beero 572 u 602 nmanuenTa ¢ auarHosoM BB, uro cocrasuio 0,39 u
0,41 na 100000 mHacemenus cooTBeTcTBEHHO (M3 HuX Jgereir 16,9 %) [25]. Peansnas
pacmpocTpaHeHHOCTD 3a0oieBaHus npeanonaraercs 6ojee BBICOKOIA.

1.4 OcoGennoctn KOJHPOBaHNS 3200JIeBAHHSA WJIH COCTONHUS (rpynnsl 3a0o0JieBaHuii Win

cocrosinuii) mo MexxayHApOHOI CTATHCTHUYECKOI Kiaaccndukannu 6o0J1e3Heii U npobdaem

CBA3AHHBIX co 310posheM (MKEB-10)

E83.0 — Hapymenns o6MeHa meau.

1.5 Knacenduxanus 3a601eBaHNA WIH cOCTOSHN (TPYNNELI 3300J1€BaHMI HIIH COCTOSIHMIA)

Kimnunyeckas kxaptuHa BB xapakrepusyercs GonbmuM mojJMMOpGHU3MOM B OTHOIIEHHH Kak
HEBPOJOTHYECKHX, TAK M COMATHYECKHX IPOSABICHHUI. DTO HAUUIO CBOE OTpaKEHHE B Pa3IHUHBIX
KIaccupukanusax 3aboneBanus [26, 27]. B Hacromﬁee BpeMs 4Hallle BCEro HCIOIB3YyeTCs
knaccnclmxauml BB, B ocHOBE KOTOpO# JIEKUT KIMHHKO-maToMopdonornyeckuit npuumun [28].

Brigensior cnegyromue ¢dopmsr BB.



o beccumnTomuas ¢opma (oxono 10 % ciyyaeB): KIMHHYECKMX NPOSABICHHI HET, AHArHo3
YCTaHOBJIEH [0 NPOSBJICHUSI CUMIITOMOB.

o AOpomuHanpHat (meu€HouHast) ¢opma (oxomo 40 % ciydaeB): paHHee —Ha4alo,
IPEUMYIIECTBEHHO € OCTPOil Neuy&HOYHONH HEZOCTATOYHOCTH WM NPH3HAKOB XPOHUYECKOMH
NeYEHOYHOM HEeTOCTaTOYHOCTH; (YIbMHHAHTHAs ME4YEHOYHAT HEINOCTAaTOYHOCTh, LUPPO3
IIeYeHH.

o llepebpanchas (ueBponorumueckas) ¢opma (okomo 40-50 % cmydaeB): XapaKTE€pHBI
pazHo0Opa3Hble SKCTpamupaMHIHbIE HapyHIeHUs (TpeMOp KOHEYHOCTEH U TOJIOBBI, JUCTOHUS,
MO3XXEYKOBas aTAKCHSA, INAPKHHCOHH3M, HapylleHHe IIOYepKa, [H3apTpUs, MbIIeyHas
PUTHAHOCTh, XOpes, aTeTo3), ICHXHYECKHE HapymIeHUs (OenpeccHs, pa3fpakKHTENbHOCTS,
PacTOPMOXEHHOCTH MOBEACHUS, ICUXOTHYECKUE JITU30BI).

o Cwmemannas gopma: coueTaHHe HEBPOJIOTHYECKUX H NIEYEHOUHBIX MPOSIBICHHIA,

1.6 Kiaunnueckas kaprHHa 3a00JeBaHNA HJIH COCTOAHUA (rpyvnner 3abojeBaHuil HJIH

COCTOSTHHIA)

Knnnnueckas kaptuHa BB xapaxkrepusyercs MHOroo0pasneM CHUMIITOMOB W MaHHQecTHpYyeT B

Bo3pacte oT 3 g0 74 net (cpexuuit Bo3pact 13,2 roma), oqHAKO 1O S-JNETHEro Bo3pacTa pa3BEpHyTas
CHMINTOMaTHKa pa3BuBaeTcs peaxo [29, 30, 31].

Pa3épuyTas ximHMueckas kxaptiHa BB o0ycnoBneHa H30BITOUHBIM HaKOIUICHHEM MEOH B
Pa3NUYHBIX OpraHax M TKaHSX M NPEHMYIIECTBEHHO IPOSBIAETCA CUMITOMAMH IIOPAXEHUS IIEYCHH,
IEHTPANLHOM HEPBHOM CHCTEMBI, I71a3, peske MOYeK, KOcTeit, CepANa, JKenE3 BHYTPEHHE CEKpEIHH.

Hegponozuueckan cumnmomamuxa bB Manmbecmpye"r IIO3KE, YeM IOopakeHHE IEYEHH, B
OONBIINHCTBE CIIyuaeB Ha BTOPOM—TPETHEM JAECATHIIETHH JKU3HH, HO MOXKET IPOSBIIATHCSA H B IETCKOM
Bo3pacrte 1o 10 ner [32, 33]. Haubonee yacto xiMHUYECKas KapTHHA BKITIOYAeT B ce0st JUCTOHHIO (10
69 %), arakcuro (o 30 %), mocTypanbHO-KMHETHYECKUHI M MHTEHUUOHHBIA Tpemop (mo 90 %),
nmapkuHcoHM3M (o 62 %), compoBoxpaiomuecs Ha Oonee MO3JHUX CTAOMAX CIIOHOTEYEHUEM,
Ju3apTpHeit u mucdarueit; pexe Habmonalores xopes (16 %), ateros (14 %), snunencus (6 %) u ap.
[3, 32, 89]. |

Juctonus npu BB Moxxer 3aTtparuBars pasHble yactu Tena. 1o Mepe nporpeccupoBanust 60J1€3HH
B CIIy4ae OTCYTCTBHS JIeUeHHs (OKaNbHas WM CErMEHTapHas GopMa TUCTOHHH MOXKET NEPEXOaUTh B
reHepanu3zoBanHyto [89]. [lapkunconusm npu BB xapaxktepusyercs OpaaukuHe3Heid, pUTHIHOCTHIO U
MOCTYPAIBHON HEYCTOMYHUBOCTDBIO, IIPH 3TOM OTH SBJICHHS HEPEAKO MMEIOT CHMMETPHYHBIA XapakTep
[90]. Tpemop sBNseTcs OOHMM M3 YaCTHIX HeBpoJloruveckux mpossineHuii bB. TpeMop Moxer OBITH
[IOCTYpaNbHBIM, MHTCHIMOHHBIM, OTMEYAThCS B IIOKOE MM HMMETh BCE IIEPEUHCIICHHBIE YCIIOBHS

BOo3HHKHOBEHHA (TpeMop Xoimca) [32]. Mo3zxeukoBas arakcus HabmomaeTcs moutd y 30 % nmanueHroB
o .



¢ BB [91]. [iuzapTpus sBnsercsa Haubosee 4acThIM HeBpojorudeckuM cumnroMoM BB. OcHoBhIBasich
Ha npeoOaaaoneil XxapakTepUCTHKE HApyIICHHS PEYH, MOXKHO BBIIETHTH HECKOJIBKO TUIIOB IN3apTPUH
npu BB, BKIIOYAas rMOIOKMHETHYECKYIO, ICeBAOOYNbp0apHy1o (CacTHYecKylo), THIEPKHHETHYECKYIO
(MMCTOHMYECKYIO), aTAKTHUECKYIO U cMemanHyio [34]. ucdarus, onpenenseMas Kak 3aTpyJHEHUE B
mo0oit ¢ase rioranus, BcTpeyaercs npuMepHo y 18 % maumentoB ¢ B/ u y 50 % nmaumenrtos ¢
HeBpojiornueckuMu cummnroMamu [34, 90]. Moxer ObrTh 3aTpoHyTa mobast ¢asa axkTa rioTaHus,
BKJIIOYAs NEPOpaNbHBIA MpUEM, IPHUTOTOBICHNE/ )KeBaHNE, NIEPOPABHEI TPAaH3UT U CaMO IJIOTaHHE.
Jucdarusg MoKeT BOZHHKHYTH H3-3a HAPYIIEHHS MBIMIEYHOTr0 TOHYca (HanpuMep, IpHu opodalaibHoH
IUCTOHHM), HApyIIEHHs KOOPAWHAIMH aKTa TIJIOTAHUS, MEIIMTEIBHOCTH W CNabOCTH MBI
CrroHOTeUeHHE OTHOCHTCA K HanOoee 3aMEeTHHIM U yacThiM cuMmnitoMam BB u Habmonaercs npuMepHo
y 70 % nanueHToB C HEBPOJOTHYECKUMH NposBicHUAMU 3a0oneBanug. O4eHp 4acTo 3TO ABIAECTCA
cneacteueM aucharny U (MIM) HECOCOOHOCTH YIAEp)KHBATH CIIOHY BO PTY H3-3a opodanuanbHoi
JuctoHuu [34].

VY npereit paHHHE HEBPOJOTHYECKHE INPU3HAKH OOJIE3HH BBHIPAXKAIOTCA B IOBEACHYECKHX
HapymIeHHsIX, OTCTaBaHHH B y4&éOe, mpolnemMax IpH BBIIOJIHEHHH 33aHui, TpeOyrommX COYeTaHHOM
KOOpAHHAIMH PaboThHI PYK U IN1a3, yXyIMIEHHH MEJIKOH MOTOPHUKH, H3MEHAETCS IOYEPK.

ITcuxuampuyeckue npoaenenua. Hapsgy ¢ moBeIeHYECKHUMH HapyIICHUSIMU [ICUXHATPUYECKUE
NPOSIBJICHHS BKJIOYAIOT PAaCTOPMOXEHHOE IIOBENEHHE, ACIPECCHIO, TPEBOXKHOCTh, NCHXOTHYECKHE
CHMITOMEL. Y JeTeif CHHXAeTcd YCIEeBaeMOCTh B IIKOJE, IOSBISETCSA JIaOMIIBHOE HAacTpOEHHE,
HeaJIeKBaTHOE, arpecCHBHOE IOBeAeHHE. Y OONBIIMHCTBA ITAlIMEHTOB C HEBPOJIOTHYECKOi M (wnn)
IICHXHATpUUecKoi cumnroMarukoii BB pa3BuBaercs LUppO3 NEYEHH, JUIMTENBLHO IPOTEKAIOIIMIA
6eccumnToMHoO [4, 31, 34].

Cumnmomst nopaxcenua nevenu npu bB BecEMa BapuaOeNbHEL Y JeTeil mopaXkeHHe MmedeHH
pa3BUBaeTCA paHblIe, YeM HEBpPOJIOTHUeCcKas cuMmnroMaruka. Kimmanyeckuit nebror BB Moxer ObITE B
BUie QYNEMHHAHTHOTO renarura (Jame y Aereif 1 MOJpOCTKOB), MPOSBIAIOMETOCs KoaryjaonaTruei,
sHuedanonarueit, Kymbc-HeraTuBHO reMONHTHYECKON aHeMmHeld, NEUEHOYHOM U IOYECHHOM
HEIOCTAaTOHHOCTHIO [3, 4, 31]. UHOrAa xiMMHUYECKHE CHMIITOMBI KpaiiHe HallOMHHAIOT KapTHHY OCTPOro
BHPYCHOTO remaTuTa. DTOT BapuaHT 3aboneBanus 6e3 MpoBeeHUs TPAHCIUIAHTAIINH NI€UYEHH IIPUBOAUT
K npaktaueckd 100 %-ii JeTarbHOCTH, MO3TOMY TakKMX MAlUEHTOB HEOOXOMMMO He3aMEITMTEIIBHO
BKJIIOYATh B JIMCT OKUAAHHS TPaHCIUTAHTALMH IICUCHH.

KimHuveckas KapTHHA XpOHHYECKOro remaruTa npu bB Mano oTiidaiMa oT nopakeHus IeYeHH
JPYTOro reHesa u 6e3 MaTOreHeTHUeCKoi Tepaliy MPUBOIUT K GOPMHUPOBAHHIO IIMPPO3a, YTO AUKTYET
HEe0OX0IUMOCTb HCKITIOUeHHsI BB y BceX nanueHToB KaK ¢ OCTPBIM, TaK U C XPOHHYECKHM ITOPaKEHHEM
Ney&HOYHO! MapeHXMMBI € HalMyueM wWin 0e3 NpHU3HAKOB IMppo3a. XapaKTepHOH 4epToi

XpOHHYECKOro remartuta npu BB sBmsercs ymepeHHOe NOBHIICHHE OHOXHMHYECKHX MapKepoB
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LUTOJIN3a, XOJIeCTa3a M YPOBHA OunupyOMHA C BBICOKMM YPOBHEM CTPYKTYPHBIX H3MCHEHHIA
NEeYEHOYHOM ITapEeHXHUMBI NpPH MOpP(OJOrH4YeCKOM HcclIefoBaHUK OuonrtaroB nedeHH. BB Moxer
KIMHUYECKH IPOTEKAaTh II0 THIy AayTOMMMYHHOIO TEMaTHTa C IIOBBIIICHHEM CHIBOPOTOYHBIX
HMMYHOTIJIOOYIMHOB M HECTIEIH(PUUECKUX AyTOAHTHUTEI, B CBA3U C YeM y NALMEHTOB C AyTOUMMYHHBIM
reraTuToM npu HedpPeKTUBHOCTH KOPTHKOCTEPOHIHOM Tepamiu cieayeT Takxe uckmoyars bB [31].
Hopasicenue opzana 3penua. IarornoMoHnuHbIM cuMnToMoM BB geisrores xonsna Kaifzepa-
dreiimepa — OTIOXEHHUE MEIU B IECLIEMETOBOM MeMOpaHe poroBuusl. Y aereii ¢ 66CCHMITOMHBIM H
NErKMM ITe4YEHOUYHBIM TeueHueM BB oHM o0priHO He Bu3yanmmsupyrores [39]. Komsua Kaiisepa-
Ornejtmepa BeBILOTCS y 95 % MalMeHTOB C HEBPOJOTMYECKMMH CHMITOMaMH M IIPHMEPHO Y
MOJIOBHHBEI OONBHBEIX Oe3 HeBposormueckux Hapymenuit [3]. JIs MX DOCTOBEPHOro OINpeNcICHUS
Heo0X0MMO IIPOBOUTE OCMOTP IpH NoMoIH meneBoit mamns! [40, 92]. Cnenyer y4uecTs, YTO KoJibLa
Kaitzepa-Oneitmepa He Bcerma cnenuduunsr mis BB, u Moryr ¢opMHpOBaTECA y NAlMEHTOB C
XPOHHYECKHMH XOJIeCTATHYECKUMHU 3a00eBaHUSIMU MM NP XoJjecTaze HOBOPOXKIEHHBX [41,42]. K
JpYTHM BO3MOXXKHEIM O(TaIBMOJOTHYECKHM IposBieHnsM BB oTHocuTcs mepennss cyOkancyisipHas
KaTapakTa (Tak Ha3bIBacMas «MeJHas KaTapakTay) — OHa TOXKE BBIABIACTCS IPH OCMOTPE IIPH IIOMOIIH
IEJTIEBOMH JIAMIIBI.
T'emonumuueckan anemun
Kym0Oc-HeraTuBHas reMoiMTHYecKas aHeMHs y nanueHToB ¢ BB Moxer mporekars Kak
€MMHUYHBIA OCTpBIN 3MM30[ HWIM MMETh XpOHHYecKuif xapaktep. B psane ciydaeB aTo MoxeT OBITH
eIMHCTBEHHBIM cuMnToMoM febioTa BB. ITanueHTs, y KOTOpPBIX B aHaMHE3€ OTMEYalach XKeITyXa J0
ycraHoBIeHHs AuarHo3a bB, ckopee Bcero, nepeHecnu paHee Hepaclo3HAHHBIN TeMOIH3.
Bo BpeMsa GepeMEHHOCTH Y NANUeHTOK ¢ BB BO3MOXHO pasBUTHE OCTPOrO reraTuTa M reMoNu3a,
yro TpedyeT muddepennuansHoit quarnoctuku ¢ HELLP-cunapomoM.
Hopasicerus nouex, cycmasos, KOCMHO-MblULEHHOT, CEPOEHHO-COCYOUCMOl, penpOOYKMUGH O
cucmem
TToMHMO HEBPOJOTHYECKOH/ICHXHATPUYECKOi CHMITOMATHKM K IPYTHM BHENEYECHOYHBIM
IIPOSIBJICHUSIM OTHOCSTCS:
— roxy0oe OKpanMBaHUe HOTTEBBIX JIYHOK;
— THUNepHUrMEHTaIHs KOXH HOT;
— JucYHKIUA MOUEUHbIX KaHATIBLEB: YPUKO3YPHH, TIIIOKO3yPHs, aMHHOALUHUIYPHS, IPOTEHHYPHS,
HIOYeyHEIA TyOyNIIpHBIi anuno3s [35, 36];
— docdarypus, kanpuuitypus, Hepponutuas;
— peXaeBpeMEHHEIH 0CTe0nopo3, apTpoNaThs, XOHAPOKaNbIMHO3 [37];

— Kapauomuonarusd, apurMui [38];
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— neHKomneHus, TpoMOOLMTONEHUS (KaK BCIEACTBHE THNEPCIUICHH3Ma, TaK U Ha (OHE TepaInu)
— NaHKpPEeaTHuT, XKeIYHOKAMEHHast 00JIe3Hb;

— MHOIATHs;

— THIONApaTHPEO3;

— j;ucMeHopes, OeCIUIofNe MM HeBhIHATMBaHUE GEpEMEHHOCTH;

— THraHTH3M.

OcHogHule npossnenus BB npusedenvt ¢ Ipunosicenuu A3.2

2. lnarHocTHKa 3a00J1eBaHUS HJIH cOCTOSIHUSA (Fpynnbl 3a00/1eBaHUH HIIH
COCTOSIHH), METHIIMHCKHE NMOKA3AHUSA U IPOTHBONOKA3AHHS K IPHMEHEHHIO
METOA0B AHATHOCTHKH

Cxpununz na BB Oonowcen npoeooumsca y e3pocnvix u Oemeti cmapwe 1 200a, umeroujux
HeoObIACHUMOE NogblULeHUe CbIBOPOMOYHBIX NeYEHOYHBIX MPAHCAMURA3 (ANaHUHAMUHOMpaHchepaser u
acnapmamamMuHompancghepasvl), NPoAGIeHUs OCMPOil NeYEHOYHOU HeOOCMAMOYHOCMY, XPOHUYECKO20
2enamuma, yuppo3a  neyeHu, HeGPONOSUYECKUX UMU  NCUXONAMONO2UHECKUX  HADYUleHUll
HeycmaHoenenHou smuonozuu, Kymbc-He2camusHOU 2eMOIUMUYECKOU aHeMuu, OmMA20UEHHbLU
cemeuinvii anamues no bB.

Huaznocmuxa BB 6asupyemcs Ha KOMOUHAWUU KIUHUYECKUX CUMNMOMOE, OQHHbIX
n1abopamopro2zo 06¢1e0068aHUA U MONEKYIAPHO-2eHemUu4ecko20 mecmuposanus [3, 4, 31].

B nacmoswee epems HepeOKo npumensemcsa OUAZHOCMUYeCcKas OYeHOYHAS WKANA, OCHOBAHHAA
Ha 6cex 00CMYNHbIX Memooax 0bcnedoeanus, ymeeprcoénnas Ha 8-m Meosicoynapoonom cobpanuu no
bonesnu Bunvcona e Jletinyuce ¢ 2001 2. — max Hasvieaemasn «Jletinyueckas wkanay [26] (cm.
Ipunooscenue I'l).

IIpu nanuuuu xoney Katizepa-@netiuepa, CHUdCeHUs KOHYewmpayuu yepyionaazmuna menee 10
M2/ON U noGwIULeHUSL CYMOYHOU IKCKpeyuU MeOu ¢ Mo4oii ouazno3 bB e evizvieaem commenuil.

Oonaxko 6 psde caydaes KAUHUYECKUe CUMNMOMbL MOZYmM Omcymcmeoeamv ui 6Goimb
HecneyuguyHviMy, a 1a60pamopHeie OaHHBIE MO2Y HAXOOUMbCS 6 Npedenax HOPMANbHLIX 3HAYEHUT,
ymo 3ampyoHsiem CKpuHuHzo8yio ouazHocmuxy BB u mpebyem Oanvhetiwezo yery6nénnozo
obcnedosanus nNAYueHmo8 C NpogedeHUeM MONEKYIAPHO-2EHEMUYECK020 Mecmupoeanus O
evlaenenUs namozennvlx eapuarmos 6 2ene ATP7B u, npu Heobxooumocmu, nyHKYUoHHOU Guoncuu

neyenu ¢ KoquyecmeeHHol oyenkol meou 6 buonmamax (Ilpunooscenue A3.3, Ipunoowcenue A3.4) [4,
12].
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2.1 KanoObl 1 anHaMHe3

Ilayuenmer ¢ BB Mozym npedvsasnamb swcanobvl HA CUMNMOMbL NOPAJICEHUS JCENYOOUHO-KUULEYHO20
mpaxma («2enamonozuyecKue») u YenmpanbHot HepeHoll cucmembl. B cayuae manugpecmayuu c
nopadiceHus nedeHu xcanobvl nayuenmoe Mozym 6xuoYams peomy, obwylo caabocmy, yeeaudenue
srcueoma (3a cuém acyuma), Omeé4HOCmb Hoe, JHceamyuHocms U 3y0 koicu. Ilpu yepebpanvroti popme
bonesnu nayuenmvl 6 nepgyi0 ovepedb obpawjaiom GHUMAHUE HA MPeMOp, CKOBAHHOCMb Mululy,
npobnemvl ¢ peydvlo, UIMEHEHUA TUYHOCMU, MPEBOICHOCMb, MAKICE MO2YM OMMe4amscs CIyxoevie U
3pumenvhvle 2anmoyunayuu [29, 31].

IIpu cbope anamuesa u sicanob pexomeH008ano obpamums 6HUMAHUE HA:

~  OMAZOWEHHBIU CeMeliHblll aHaMHe3 (Hanuyue 6 cembe NayueHma ¢ NOOMEEePHCOEHHLIM '

ouaznozom BB);

- 20n1yb0e OKpawueanue HO2Meevlx IYHOK, 2UNEPRULMEHMAYUA KOKCU HO2;

—  peyuousUDYIOWYIO JCeImyxy, acyum,

- ClIOHOmeYeHue;

- oOguzamenbHble paccmpolcmea: mpemop, MNIOXYI0 KOOPOUHAYUI0, HAPYWEHUS MeNKou
MOMOPUKY, OUCMONUIO, NADKUHCOHUIMA (MACKOOBpA3Hoe Iuyo, MbUUEUHAs DPUSUOHOCTb,
bpaouxunesus, HapyuieHue noXo0Ku), ncee0obynbOapHbvlili CUHOPOM;

- ncuxuampuyeckue paccmpoiicmea 8 uoe O0enpeccuu, Heepo3a, MpPeBOINCHOCMU, CHUICEHUS

unmeniexkma.

2.2 DuszuxanvHoe obcnedosanue

IIpu ocmompe Heob6x00uM0O 0b6pamume 6HUMAHUE HA OCHOBHbIE YUIUKATLHbIE NPOAGNEHUA!
—  JICeMYUHOCMb CKAED, He3HAYUMENbHAA UNU YMEPEHHAs 2eNaMOMe2anus, CRIeHOMe2anus;

— koavyo Kaiizepa-@netiwmepa;
— oOguzamenvHble Hapyweﬁwz (mpemop, napkuHcOHu3M, Xx0pes, OUCMOHUA, amaxcus),
ClIOHOmMeYeHue, ouzapmpus, oucgazus;
—  ncuxuampuyeckue CUMNMoOMbl 3a001e6aHUA: Oenpeccus, MpegodICHble pAcCmpolicmea,
PAcmopMOdICeHHOe no6e0eHUe, KOZHUMUGBHbIE HAPYUIEHUS, USMEHEHUA TUYHOCMU, NCUX03.
Lna mounoit euzyanuzayuu xoney Kaiizepa-®Dnetiuiepa Heobxo0umo npogecmu ocMomp npu nOMowu
Weneeoll 1amnul 8pavoM-opmanvmonozom. Omcymcemeue OGHHO20 NPUHAKA He UCKTIOYaem OUAZHO3
BB, 6 mom uucae y nayuenmos c 8bipasiceHHO He8PON02UYECKO CUMNMOMAMUKOU,
Ilayuenmy c nooo3spenuem na BB neobxooumo npogecmu Hedponozudeckuii ocmomp, obpawas
GHUMAHUE HA HANUYUE SKCMPAnupamuoHvix Hapywenuil. Credyem oyenumso Hanuqué, 8U0 u xapaxmep
mpemopa, OyeHumb MOHYC MWy, OOpamumb GHUMAHUe HA HaAluyue OPAOUKUHE3UU,

nces000ynbbapHbIX HAPYULEHUT, OYEeHUMb MO3HCeYKo8ble QYHKYUU U nOX0OKY [89].
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2.3 JIaGopaTopHbie THATHOCTHYECKHE HCCTEI0BAHNST

. C mensi0 CBOEBPEMEHHOrO BHIABJICHHS AHEMHH, JICHKONICHHWH, TPOMOOLIMTONEHHH BCEM
nanueHTaMm ¢ nogo3peHneM Ha BB pexoMenyeTcs nposeeHue obero (KIMHHYECKOT0) aHajli3a KpOBH
pa3B&pHyToro [3, 31, 42, 44].
YYP-C,YIA-5)
Kommenrapuii: Jletixo- u mpomboyumonenus Aens10mCA nposeneHuemM 2UnepPCRIeHUIMA Y NayueHmos
¢ BB na cmaouu yupposa nedenu. Kpome mozo, oHu mozym paszsusamvcs Ha ¢honwe mepanuu
NeHUYUINAMUHOM ™ ¥,
B psaoe cayuaes npu manugpecmayuu BB euisgnaemca ocmpulil 2emonus, 603HUKAIOWUY 6 pamKax
NposieNeHuli OCHOBHO20 3aDONe6AHUA UAU  CHPOBOYUPOBAHHLIU  UHGeKyuell U  Npuémom
JleKkapcmeeHHbiX npenapamos. I emonus aeniemcs npossieHuemM mokcu4eckozo oeticmeus meou npu bB.
Taxoice uccie0o8anue nposoOUMCs 0N KORMPON mepanesmuyeckoz2o d¢hgexma u npedynpescoeHus
HeJICeNameNbHbIX peakyuli om JeKapcmeeHHoU mepanuu (cM. paszdenvt «3. 1.2 Meouxamenmosnas
mepanuay» u «5.2 [Jucnancepnoe nabniooenuey) ‘
Bcem nanuenTtam ¢ mogo3peHueM Ha BB pekoMeHayeTcst poBeeHHE aHATH3a KPOBU OMOXHMHYECKOTO
ob1eTepaneBTHYEeCKOrO (ONpeescHHe aKTHBHOCTH ajlJaHHHAMUHOTpaHc¢epasbl B KPOBH, aKTUBHOCTH
acmapraraMHHOTpaHcdepassl B KPOBH, YpOBHs 00mero OunupyOrHa B KpOBH, YpOBeHb OHIMpyOHHA
CBA3aHHOro (KOHBIOTHPOBAHHOIO) B KPOBH, aHAIIM3 KPOBH I10 OLIEHKE HapyIIEHHUI INNUAHOTO 0OMeHa
OMoXUMHYECKH (XOJIeCTepHH, JHUIONPOTEHABl BBICOKOH IUIOTHOCTH, JIHIIONPOTEHABI HU3KOH
IUIOTHOCTH, TPUIMIEPUIBI), ONpeleNeHue aKTHBHOCTH IenoyHoil ¢ocdarassl B Kposﬁ, ramMma-
roTaMUITpaHcdepassl B KPOBH, YpoBeHb oflero Genka B KpOBH, YPOBEHb anbOyMHHa B KPOBH,
YpPOBEHb KaJlUS B KPOBH, YPOBEHb KPEaTHHHHA B KPOBH, YPOBEHb MOUEBHHBI M MOYEBOH KHCJIOTH B
KPOBH) JUlst TIOATBEPIKACHHS WK HCKIIFOUEHHS NTeYEHOYHOM M MOYedHO# HeocTaTouHo TH [3, 31, 46,
93-97].
YYP-C,YIIA-5)
Kommenrapuii: npu ocmpom meuenuu BB ¢ neuéHouHOl HeOOCMAmMOYHOCMbIO OMMEYAemcs
nosviuienue yposus obwezo burupyouna (>300 mxmonv/n, >17,5 m2/0n) ¢ ymepennvlmM nogvieHuem
axmusHocmu ananunamurompancgepaswt (AJIT), acnapmamamunompancgepaswr (ACT) (100-500
Eo/n), nuskum yposnem akmugnocmu wenounoi gocgpamasuvt (<40 ME/n) [46].

JTna npoznocmuueckoii OyeHKu maxicecmu neyeHo4Hol HeOOCMAMOYHOCMU Cledyem OYeHUueamb
undexc wenounas gocpamasa (6 Eo/n) / o6wuii Ounupybun (8 m2/on) < 2,0; undexc ACT/AJIT > 2,2.
Kombunayua yxasaunvix uHOeKCcO8 umeem 6bICOKYIO OUAZHOCMUYECKYIO YY6CMEUMEAbHOCMb U

cneyuuyHOCMb NPU JHCUIHEY2POICAIOUIEM NAMOTO2UYECKOM cocmosnuy [46].
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o BceM mnaumeHTaM pEKOMEHIyeTCS IPOBEINCHHE KoaryJaorpamMmsl  (OpHEHTHPOBOYHOIO
HCCIIEOBAHUSA CHCTEMBI TIeMOCTa3a): oOmpelelicHHe HpOoTPOMOHHOBOrO (TpoMOOIIIaCTHHOBOIO)
BpPEMEHH B KPOBH WIIH B IUTa3Me U MEXIyHapoaHoro HopManusoBanHoro orHomeHus (MHO) ¢ nensio
KOHTPOJS CHHTETHYECKONH (YHKIMH IeYeHH M MPOTHO3MPOBAHUS MaibHEHIIell TaKTUKU BeACHHA
nmamnueHra [3, 4, 31, 122, 123].

yYP-C,Yia+4)

KoMMmeHTapuii: y nayuenmos co cHudiceHHOU (OyHKYuell neyeHu ommeuaemcs CHUdICEHUE

npompombunosozo unoexca (I1H) u nogviuenue MerHcOYHAPOOHO20 HOPMANUI0E6AHHO20 OMHOULEHUA
(MHO,).

. Bcem manuentam crapme 1 roma ¢ momo3peHneM Ha BB pexomenayercsi npoBeneHHE
HCCIICIOBAHUS YPOBHS LIEPYJIOIIa3MHUHA B KPOBH € LENBIO ycTaHOBNIeHUS AuarHo3a BB [3, 4, 31, 48, 51,
124].

(YYP-A, VI -2)

KommeHTapmii: 6 HopMe ypoeenb yepyioniazmuna é Kposu naxooumcs 6 ouanasone 20-40 mz/on. Ilpu
ypoesHe yepyronnasmuna <10 mz2/on ommeuaemcs gvicoxasn eepo;imubcmb meyenus bB. [3, 31] Ilomumo
EB ceisopomounuiii yepynonnasmun modicem Ovlmb NOHUICEH ) 2eMeEPO3U2OMHbIX HOCumeetl, npu
nomepe 6enko8 ¢ noYkamy, Manbabcopbyuu, nNpU MEPMUHANLHOU CMAOUU  NEYEHOYHOU
HedocmamoyHocmu 11060t smuonozuu, ayepyronaasmunemuy, 6Oonesnu Menkeca (X-cyennennoe
3abonesanue c HapyuleHuem mpancnopma meou) [49].

Konyenmpayus yepynonnasmuna modcem Ovims nosviuieHa npu 0Cmpom 60CNANEHUY, A MAKdice npu
2unepacmpozenemMuly, Hanpumep, 8 nepuoo0 bepemeHHOCMU UMY NPU npuéme scmpozenoe [3].
Hopmanwvhuiii ypogensv yepynonnasmuna He uckmioyaem bB u mpebyem ()a/zbueﬁzdezo 00006c1e008aHUA.
Cpeou oemeti ¢ noomeepacoénnvim ouaznozom BB, y 20 % ypoeenv yepyronnasmuna He cHuicer [39,
50, 51].

V nosopooicoénnvix ennomv 00 6 mec usuonozuyeckas KOHyeNmpayus yepyroniasmuna 6 Kposu
OYeHb HU3KAA, NOCMENEHHO C 803PACMOM €20 YPOBEHb NOGLIULAEMCS, 00CMU2Asl C80€20 NUKA 8bille, HeM
j/ 83pocavlx, 8 panHem Oemcmee (npumepro 30-50 m2/On), 3amem o nocmenewHo onyckaemcs 00
cmanoapmuelx 3uauenuti. [52] He cnedyem npoeodumv ucciedo8anue onpedeneHus COOeplCaHus
Yepynonnasmuna @ kpoeu Oasa OuazHocmuxku BB panee e6o3pacma 1 200a u3z-3a ez2o
HeuHgopmMamusHocmu.

. Bcem manuenrtaM ¢ nogospeHueM Ha BB pexomenayercsi onpesieneHre CyTOYHOR 3KCKPELHH

menu B Moue (Mccnemosanue ypoBHs Meau B Moue) [12, 48, 125-127].

(YYP-B, VI -2)
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KoMMmeHTapHii: y HeleyeHblx nayuenmos CymoyHas JKCKpeyus Meou ¢ Mool ompasicaem Koau4ecmeo
C80000HOU «HEYepYIONIa3MUHOBOUy MeOu 8 YupKyaupyiowel Kkposu. J{na mounozo onpeodeieHus
CYMOYHOU IKCKpeYuu Meou ¢ MOYoU credyem oyeHums 06véM CYymoYHOU MOYU U YPOBeHb KPeamUuHUHa
8 Moue 3a cymxu [3]. B ciyuae noueunoii Hedocmamoynocmu OQHHOe UCCE008AHUE HENPUMEHUMO.
Juaznocmuyecku 3nayumvlii ona BB nopozoeviii yposenv 3xckpemupyemoii MeOu ¢ MO40U 3a CymKu
>100 mxe/24 yaca (1,6 mxmonv/24 yaca), oonaxo y 25 % beccumnmomuuvix Oemeii ¢ NOOMBEPHCOEHHBIM
OUQZHO30M CYMOYHAs IKCKpeyus Meou ¢ mouou bvina nusice [39, 53]. Yowe npu sxckpeyuu meou c
Moyoti >40 mxe/24 yaca (0,65 mxmonv/24 uaca) caedyem nposecmu 0oobcredosanue Ha npeomem bB
(uyscmeumenvrocmo 78,9 % u cneyugpuunocmn 87,9 %) [54]. Yeenuuenue cymounoii sxckpeyuu meou
C MOYOU 803MOJCHO U NPU Opyeux 3aD0Ne6aHUAX neyeHU, a MAK’Cce y HEKOMOPbIX 2emMepo3UOMHbIX
Hocumeneti mymayuu bB [3].

Ilockonvky skckpeyus Medu ¢ MOYOU Modcem YBeIUYUEamMuCsa U npu Opyeux 3a00]1e6aHUAX neveHu
(aymoummynHvlll  2enamum, XpoHUYecKue axmuenble 3a60ne6anus nevenu, xonxecmas, ocmpas
neuéHoYHas He0OCMAmOYHOCMb  Opy2020 2eHe3a), 6 Kayecmgee CpedOcmeéa  NOGLIUEHUS
YyecmeumesbHOCMU U Cheyu@uyHocmu onpedeieHuss CYMOYHOU OKCKpeyuu Meou 6 moye Ovuia
npeonodiceHa NPOBOKAYUOHHAA npoba ¢ #nenuyuwinamunom™*. Ilpoba 3axmouaemcs 6 npuéme
#nenuyunnamuna** e 0osze 1000 m2/cym 6 0sa npuéma no 500 mz ¢ unmepeanom 12 yacos 6 meuenue
24 uvacos cbopa mouu [59]. Ecnu Oannvie no onpedeieHuro CymovHOU IKCKpeyuu Meou ¢ MO4ou
HeybeOumenvHvl, NOGuIULEHUE OKCKpeyuu MeOu C MOYOU nocile NpOBOKAYUOHHOU npobbr ¢

nenuywuiamunom™** evime 1600 mxe/cym nozsonsem ¢ Gonvuwiedl ysepenHocmuio 2060pumv o bB.

+ Ilposokayuonnas npoba cmanoapmu3oeana mobko y nayueHmos Oemckozo eospacma. [lanHoe

uccae008aHUe UCNONL3YEMCA PEOKO 6 C8A3U C HEHAOENCHOCMbIO npu uckaioyenuu bB y 6eccumnmomublx
cubcosg [55].

° BceM nmanuentaM ¢ OMOXMMHYECKMMM M KIMHHYECKMMH AAHHBIMH, yKasblBalomumu Ha bB,
peKoMeHIyeTCsl IPOBEACHHE MOJIEKYJIIPHO-TEHETHYECKOr0 TECTUPOBAHUS C IIEJBIO MOATBEPKIACHUA
nuarnosa [20, 48, 128-130].

YYP-C, YA -4)

KoMMeHTapHii: 603M00/CeH NOUCK Yacmulx Mymayuil, a 6 ciydae ux 0mcymcmeus — noaHoe
cexgenupoganue zena ATP7B, mecmuposanue ¢ UCNONIb306aHUEM MEMOO08 MACCOB020 napannenbHoz2o
CeK8eHUPOBAaHUA (2eHHble NAHEAU, CeK8EHUPOBAHUE JK30MA, cekseHuposanue 2enoma) (Komnnexc
uccaeoosanuii 013 ouazHocmuxu 6one3nu Bunvcona-Konoganoea).

IIpu omcymcmeuu namozennvix 6apUAHMOS 8 2eHe NPU HATUYUU BbICOKO YOeOumenbHbIX U
XapaxmepHuix KIUHUKO-1aD0pamopHvIx OAHHbLIX 8 noﬁwy BB, 3abonesanue He donicro 6uimo

UCKIIIOYEHO0, M.K. He 6Ce NamOo2eHHble 8APUAHMbBL 603MONCHO o6Hapy9/cumb C NOMOWYbIO
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CMaHOApmHO20 MemoOa CeK8eHUPOBanUs (Mymayuu 8 2:1ybune UHmMpPOHOE6, KPYHHble nepecmpoKy U
m.o.).

. PexoMenaoBaHO IanMeHTaM NpPH IpU3HAKaxX OCTPOi ME4EHOYHOM HENOCTAaTOYHOCTH MAJIA
IPOTHO3MPOBAHMsST BEDKMBaEMOCTH U  peIICHHS BONpOca O HEOOXOAMMOCTH IIPOBEIACHMS
TPAHCILUIAHTALMH TIEYEHH HCCIICOBaHNe YPOBHA ofOmero OunupybMHa B KpOBH, ONpECICHHE
axtuBHocTH ACT B KpOBH H ONpe/ieSIeHHE IPOTPOMOHHOBOTO (Tp0M6onnacmH630ro) BpEMEHH B KPOBH

WJIH B 1asme [4, 47].

(YVP-C, VI -4)

2.4 UucrpyMeHTAJbHBIE AHATHOCTHYECKHE HCCJIEN0BAHNA

o Beem manueHtaM ¢ momo3penneM Ha BB pexoMeHayercst IpoBefeHHE YIbLTPa3BYKOBOTO
ucciuenopanus (Y3M) medeHw, >XETYHOTO Ny3bIpS M NPOTOKOB, cene3€HkH (YIbLTpa3sByKOBOE
HCCJIC0BAHHE OpraHoB OpIOIMHONW INONIOCTH (KOMIUIEKCHOE)) € LENbI0 JAMATHOCTHKH IOPaXECHHM
renaTobmIapHoit cucteMst [56, 57].

YYP-C,YIOA-5)

KomMmenrapuii: no daunvim Y3H moocem 6Ovimb @vlagneHa z2enamomezanus € Ougpysnoimu
UBMEHEHUAMU NAPeHXUMbl NeYeHu 6 6UOe 2UNEPIXO2EHHOCMU U MelKo04azo6ot OuppysHoil
HeoOHopoOHocmu. Ilpu Hanuuuu yuppo3a 6 napenxume GU3YATUSUDYIOMCS Y3bl peceHepayuu,
yeenuueHue cenes3énKu, pacuiupeHue cmeoa GOPOMHOU U Cele3¢HOYHOU 6eH, Npu YEemosom
O00NNIEePOBCKOM KAPMUPOBAHUU — NPUSHAKU NOPMANLHOU 2UNEPMEH3UM,

Hsmenenus na Y3H ne sensiomes cneyugpuunvimu 0as 5B, nosmomy oanHoe uccredoeanue ne umeem
OUAZHOCMUYECKO020 3HAYEHUS, HO MOdicem Oblmb NONE3HO 0N HEeUHBA3UGHOU OYEHKU CMPYKMYPHbIX

U3MeHeHUll 8 neYeHU U MOHUMOPUH2A P hexmueHocmu NeseHus.

o PexoMenayercst mposeaeHne ¢pubposnacrorpaduu neyeHu (O1acTOMETPHA IEYEHH) C IIENBIO
BBISIBJICHHS I[MPpO3a IIEYCHH Yy BIEPBBIC AMArHOCTHPYEMBIX MAMEHTOB M AJA OLEHKH JMHAMHKM
¢ubpo3a meueHu Ha GoHe npoBoauMoii Tepanuu [58, 59,119].

(YYP - B, Y1 - 2) B3poc.blie

YYP-C, Y -4) netn

KommenTapuii: ucciedosanue yenecoo6pasno 0ns HeUH8A3UGHOU OYeHKU 8bipadceHHocmu Gubposa

neyenu npu bB.

. BceM manueHTaM ¢ HeBpOJIOTHYECKOM CHMIITOMATHKO#, XapakTepHoit it BB, pexomenayercs
IpOBElcHHe MarHUTHO-pe3oHaHCHOU ToMmorpadmu (MPT) ronoBHoro mosra a0 Hauana JICYEHHA C

IIEJIBIO BBIABJICHHA MMATOJIOMMYECKHX H3MEHEHHH B roJloBHOM Moa3re [4, 60, 92, 131, 132].
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(YYP-C, YA -4)

Kommenrtapuii: Hamenenua npu MPT zonoenozo mosza evisensiomes 'y 90 % nayuenmoe ¢ bB ¢
Hegponozuyeckoli cumnmomamukod, y 40-70 % c ab6oomunanvroii popmoii BB u'y 20 % nayuenmos ¢
beccumnmomuoli opmoit [89]. Omcymcmeue 6u3yanu3ayuUOHHLIX USMEHEHUU Yy NAYUeHmoe ¢
npusnaxamu nopacenus LJHC ne uckaoyaem ouaznos bB. Haubonee wacmo npu MPT zonoenozo mo3za
BbIAGNAIOMCA CUMMEMPUYHOe 08YCMOPOHHee NogbluleHUe UHMEHCUBHOCMU CuzHana Ha T2-636euen bix
uzobpascenusx om bazaneHvix A0ep (xeocmamoe A0po, cKOpAYna u OneOHblidl wiap), maramycos,
CpeOHe20 M032a (CUMNMOM «MOpObL 2U2aHMCKoll nanoely) u mocma. Ilo mepe npozpeccupoéanus
3a00ne6anus GLIAGNAIOMCA NPUSHAKU Oug@y3nozo ampoguyeckozo npoyecca 20106H020 M032a C
PABHOMEPHbIM PAcuuperuem cybapaxHoudanbHulx npoCmpancme u Jceay0oukoeoii cucmemut [19, 98,
99]. Hamenenus MP-cuznana om cmpyxmyp 201061020 M032a Mo2ym omcymcmeosamvy 7—17 % Oemeii
co cmewannoti ¢opmoti BB npu Hanuuuu He8pONO2UNECKOU CUMNMOMAMUKU 6 6ude mpemopa,
ousapmpuu U UIMeHeHUs MbIUeYHO20 MOHYCA N0 SKCmpanupamuonomy muny. B mo oice epems
usmenenus na MPT 201061020 M032a MO2Ym Oneped’cams pazgumue HedpoI02UHeCcKol CUMNMOMAMUKU
6 10 % cayuaee BB u 6bimb 06pamumvimu Ha hone Medbxeramupyrowjeli mepanuuy. ‘
Hceaedosanus mozym nposooumecs 6 npoyecce OUHAMUYECKO20 HAOMOOEHUS N0 KAUHUYECKOU

Heobxooumocmu [100, 101].

Io noxazanuam NPUMEHAEMCA HAPKO3.

. [TauMeHTaM ¢ MOJO3pEeHHEM HA HAIHYME OSIWIENTHYECKOIO CHHAPOMA PEKOMEHAYeTCsl
IIpoBe/icHHe PYTHHHOMN dnekTposHuedanorpaduu (331 ¢ 1enbio cBoeBpeMEHHOH JHAarHOCTHKU U
KOHTPOJIA JIeUeHHs SIMUIeNTHISCKAX npucTynoB [102, 133].

(YYP-C, Y1 -4)

KommenTapuu: makdce  Modcem — OGbimb  DeKOMEHOOBAHO  NpOGeOeHue  CYMOYHOU

21eKmpo3nyepanozpaguu ¢ BUOEOMOHUMOPUHZOM.

. IMauuentaM ¢ momo3penneM Ha BB pexoMenayercsi KOHCynbTalus Bpauya-odramsMoiora c
OCMOTpPOM IIPH IOMOIIM IeJieBOi Jiamnbl It oOHapyxeHus xonen Kaitzepa-@uneiimepa u (1am)
KaTapakTsl [3, 4, 31, 62].

yYYP-C, YA -5)

Kommenrapuii: ogpmanvmonozuueckue nposenenus npu bB exmouaiom 6 ceba xoneya Kaiizepa-
Dneiiwepa u nepedniord CYOKANCYIApHYI0 Kamapakmy (mak HA3bl6aemas «MeOHas Kamapakman).
Konvya Kaiizepa-@netiwepa npedcmasnsiom coboii omnodicenue MeOu Ha 6HympenHel noeepxHocmu
pozosuybl 8 Oecyememoeoti memOpane. Buzyanuzayus xonvya Kaiizepa-@neiiuepa npouseooumcs npu

0hmaneMon02uteckoM 0CMompe NpU NOMOWU Wje1egoll 1amnel, UH020a NPU NOMOWYU 20HUONUH3, 6
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Oanexo 3auieduiux cmadusx 3a601e6aHUA MO CHO 8UOeMb KObYO HEBOOPYIHCEHHBIM 8321300M. T0pazdo
peoice npu BB ecmpeuaemcs pasgumue «meOHOU kamapakmbly 6 eude «nodcoanyxa». Kamapaxma ne
énusem HA OCMpomy 3peHus U 6U3YAIUIUPYEMCs NPU NOMOWU Ujene6oll 1amnbl 8 uoe Cepo20 U
3010muUcmo20 OUCKa Ha nepedHel 006010YKe XPyCmManuka, om KOmopozo paduanbHo omxo0am ay4u Ha
nepugepuio xpycmanuxa [3, 4, 31].

o PexoMeHI0BAHO NPOBEAEHHE PEHTTEHOCKONMH MHIIEBOAA ¢ KOHTPACTHPOBAaHHEM BO BpeMS
IJIOTaHMA A1 OOBEKTHBHOM OLIEHKH HAIMYMSA aclMpalMy M HapyIIeHUs IVIOTaHHA Y MAaIHEHTOB C
mucdarueii Ipu pemeHnH BOIpoca o HeoOX0aMMOCTH KopMIteHUs uepes 30ux [103, 104].

YYP-C, Y] -5)

o PexoMeHI0BaHO PErUCTpallHs JIEKTPOKapAUOrpaMMbI U SXoKapauorpaduu nauuentam ¢ bB ¢
IEIBI0 BRIABJICHHS I1ATOJIOTHH CO CTOPOHEI cepaua [100, 134-136].

YYP-C, Y -4

KoMMEHTApHH: MO2YM 6blAGIAMbCA 2Unepmpohus 1e6020 HCery0oyKa unu 0b6oux J4ceay0oyKos,

pannss penoaspusayus, Oenpeccus ceemenma ST, uneepcus 3ybya T u pasnuunvie apummuu.

2.5 Unble nuargHocruveckKie HecjieT0BaHnus

. [Ipy HOpPMaTbHOM COJEPXAHHU LEPYJOILIa3MHHA B KPOBH M HE3HAYHTENHHOM IOBBIIIEHUH
OKCKPEIMH MEIM C MOYOi ¢ uenbio auddepeHIMansHOi THaTHOCTHKY, a TAKoKe UL ONpelelNeHus
CTaOM{ IOPAXKEHHA TMEYEHH pPEKOMEHIOBAHO IPOBEJCHHE IIyHKIMOHHOW OHOICHH II€YEHH
(dpeckorxHast, GMONCHS MeYSHH 110 KOHTPOJIEM YIIBTPa3ByKOBOTO HCCIEI0BAaHUA) C OKPACKOH Ha MeIb
U KOMYECTBEHHBIM OIIPEACIICHHEM COJICPIKAHUS MM B TKAHU NIEYEHH (Qpeéxoxcnax OHOIICHS [TEUCHH,
BHoncHs eyeHH Mo/ KOHTPOJIEM YIBTPa3BYKOBOTO MCCIEXOBAHHUS) C KOJTMYECCTBEHHBIM ONPEICICHHEM
COJEpXXaHUs MeOM B TKaHM MeYeHH M TUCTOJOTMYECKHM HccienoBanueM Ouomnrara (Ilarosoro-
aHaTOMHYECKoe HccienoBanue GuoncuiiHoro (orepalMoHHOr0) MarepHala IMYHKIHOHHOH OHOICHH

TIIEYEHH) C 1IeIBI0 YCTAHOBJIEHUS quarno3a [3, 31].

(YYP -C, YIUI-5)

KommenTtapuii: MoXeT NpHMEHSITBCS NIPH CIIOPHBIX DE3YNbTaTaX MOJIEKYIIPHO-TEHETHYECKOTO

uccienoBaHus!
Obpaszey 6uonmama dondicen 6vimo He Meree 1 cm 6 Onury [3, 4, 31].

Codeporcanue mMedu 6 mxanu nevenu >250 mxe/2 (4 MKMOIL/2) CYyX020 6€Ca A6NAEMCA 00KAZAMENLCMEOM
nanuyus BB. Crudicenue ouaznocmuyeckoz2o nopoza 0o 70-250 mxz/z (1,2-4 mxmonv/2) nosuiuaem

yyecmeumenvHocmo memoda ¢ 83 % 0o 96,5%, 6 mo epema kaxk cneyuguynocmv ocmaémcs
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00CMAMmMOYHO 6bICOKOU — 95,4 % u 98,6 % coomeemcmeenno [63]. Inagnas npobrema 0anHo20
Memooa — HepasHoMepHoe pacnpedeierHue MeOu 8 MKAHU NeYeHu, U3-3a 4e2o pe3yrbmamvl AHANU3A
Mmozym Ovlmb 3aHudceHvl npu owubke 6 3abope obpasya, wmo ciredyem y4umvléamv npu
unmepnpemayuu pezyabmamos [3, 4, 40, 63, 64, 65]. Konyenmpayus meou 6 nevenu mooicem
nOBbLIUAMbCA NPU ONUMENbHO CYWecmayioueM Xolecmase, Npu CUHOPOMAax UOUONamu4ecKko20 MeOH020
MOKCUK03a U Op.

Mopgonozuuecrkue usmenenus nevenu npu 5B ne sensiomes namozHoMOHUYHbIMY U 8KII0YAIOM 6 ceb3
HA pAHHUX CMAOUAX NPUSHAKU JICUPOBOU UHGUILMPAYUU 2enamoyumoé (KpYynHoOKaneabHou u
MeJKOKaneIbHOol), 21UK02eH080U OezeHepayuu A0ep U (OKANbHBIY 2enamoyeLTIoONAPHbIE HeKpo3, a
makoice npeobaadanue MUHUMATLHOU U HU3KOU CMeneHu aKkmugHOCmuU 60CnAIUMEIbH020 npoyecca 6
couemanuu ¢ 6ulcoKol 0oMell uipaxceHHvlx ubpomuyeckux usmeHnenul. Kupoeasa Oezenepayus
2zenamoyumoe npu BB, eeposmno, ceészana ¢ nospedcoeHueM MUMOXOHOpUU ecredcmeue
OKUCIUMENbHO20 cmpecca C NOCReOYIowuM HapyuleHuem o00MeHa AuUnuooe, a 60ChanumelbHule
NpOsIBNEHUSs — C NEPEKUCHbIM OKUCJeHUeM AUnudos, obpazoeanuem c60000HbIX pAOUKAno8 u
ucmowjeHueM 3anacog 210mamuoHa 8 pe3yibmame HAKONAEHU u3bbimra Meou 6 2enamoyumax.
Onucanvl 2ucmonozuyeckue U3MeHeHUs NeYEHOYHOU NAPEHXUMbL O MUNY GymouMMYHHO20 2enamuma,
BUPYCHO20, QNKO20AbHO20 U JeKapcmeeHHo20 nopadcenus nedenu. Ilo mepe npozpeccuposanus
noepesicOenuti napeHxumvl, opmupyemcs @ubpo3 u, enocieocmeuu, yuppo3 nedenu. ObviuHO
gécmpeuaemcs 2UCMON02UYeCcKas KApmuHa KPYnHOY3108020 yupposa nevenu 8 ucxooe bB, oomaxo,
ONUCAHBL CRYYAU U MENK0Y3108020 Yuppo3a. JIna KauecmeeHHO20 GulAGNeHUs 0eno3umos Meou 8
NeYEHOYHOU MKAHU UCNONb3YIOMCS PA3IUYHble 2UCMOXUMUYECKUE MemoObl OKpAacku (PoOaMuH,
pybeanosas kucioma, opceur, memoo Tummca c cepoil), 00HAKO, 6Ce OHU UMEIOM HU3SKYIO

ouaznocmuyeckyio yeHHocmo [65, 66, 67, 68].

. PexoMeHayeTcs yUacTHe B JUarHOCTHKE M BeICHUH NMAlUeHTOB ¢ BB MynbTHIMCUHIITHHAPHON
KOMaHJbl CIICIIMATMNCTOB BBHIAY TOrO, YTO 3a00J€BaHHE XapaKkTepH3yeTCs NOPAKEHHEM MHOTHX
OPraHoB M CHCTEM, TpeOyeT KOMIUIEKCHOM TepamuH, 4YTO AUKTYyeT HeoOXOIMMOCTh COBMECTHOTO

BeICHHA MAllieHTa CIICIHATHCTAMH pa3HbIX mpoduieii [3, 4, 31, 44].

(YYP-C; VI -5)

Kommenrapnii: [Juacnocmuxa u mepanus BB ocywecmensemcsa c npueneuenuem caeoyroujux
cneyuanucmog (N0 KAUHUYeCKOU Heobxooumocmu): epau-neduamp/epay-mepaneem/epay obujeii
npakmuku (cemelinvlii 6pay), 8pay-zeHemux, 6pay-2ACMPOIHMEPON02, 6pPAY-0PHManbMonoe, 6pay-
Hesponoz, 6pau-ncuxuamp, epay-Heponoz, 6pay-2eMamono2/épay-0emckuil OHKON02-2eMAMON02,

epay-xupype/spay-0emckuti Xupype, MeOUYUHCKUIl NCUX0102, 6pAY-NYAbMOHON02Z U OP.
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3. Jquelme, BRJIIOYasi MCAHKAMEHTO3HYIO H HCMEIHKAMCHTO3HYIO TE€pPAIlluH,
AHETOTEPANHIO, 068360JIPIB3HHC, MEAHUHHCKHE NMOKA3aHHA H NPOTHBOIOKA3ZAHHA K
INPHMEHCHHIO METOAOB JICHCHHSA

3.1 KoncepsaTuBHOE JIeUeHHE

3.1.1 Tuemomepanus

o PexoMeHIOBaHO OrpaHMUEHHE YNOTPEONECHUA MPOIAYKTOB, GOraThX MEIBIO, A0 HACTYIUICHUS
PEMHCCHH CHMIITOMOB M HOpManu3amuy GYHKIHH IE€YeHH BCEM NallMeHTaM, B TOM YHCIIE,
MOJYYAIOIHM XENAaTHPYIOUIYIO TEPAIHIO C IENbI0 OTPAHHYECHHUS NOCTYIUICHHS MEIM B OPraHM3M U
npeIoTBpamieHus e& Tokcudeckux 3bdexros [12, 31].

YYP-C, YA -5)

KoMMeHTapHH: 02paHuNU8aomcs npoOyKmol C 8bICOKUM COOEPI’CAHUEM MeOu (nedenv, Kpeeemku,
opexu, wokoaaod, zpubvt). Kax Munumym, 8 meuenue nepeozo 2004 ne4eHUs, UCNONb3yemcsa c60600Has
om medu 600a, npu HeobXOOUMOCMU YCMAHABTUBAIOMCA OYUCTUMENbHbIE PUILMPBL 0N KOKMPOIA
cooepoicanus MeOu 8 86000NPOBOOHON 800e, M.K. Npu eé 00CmasKe MOZYm UCNOIb306AMbCA MEOHble
mpy6ul. 3anpewaemcs uUCnonb308amv MeOHYI0 NOCYOy ONs NPUSOMOGNEHUS U XPAHEHUA Nulyu.
Heobxo00umo u3zbezamov npuéma UMAMUHHLIX U MUHEPAIbHLIX NPenapamos, COOepiCaujux Meob.
Huemuueckue pexomenoayuu npueooam K 3ameONeHUI0 NPOZPeccuposanus 3aboneeanus, 00HaKo He
MO2ym UCHOIb308AMbCS KAK eOUHCMBEHHAA IUHUSA Mepanuy.

OcHosHbiM MemoOom nevenus BB aensiemcs MeObINUMUHUPYIOWAS MePanus, a Npu pe3ucmeHmHocmu
K MeOUKAMEHMO3HOMY Jle4eHUI0 NPOB0OUMCs. mpaHcnaanmayus nevenu. Bece nepuood nevenus moocno

pasbumv Ha HauanvHyio azy u azy noodoepoicusarowei mepanuu. Kpumepuem nepexooa Ha

ROOOEPAHCUBAIOWYIO MEPANUIO S6ISeMCA pespecc KIUHUYeCKux nposenenuill (ucuesnoeenue acyuma,

JHCeMyxu, HOPMANU3AYUSL MEHCMPYANIbHO20 Yukaa, pezpecc xoney Kaiisepa-@aetiwepa, cmoiikas
HopMmanuzayus OGUOXUMUYECKUX nokazameneli 6 m.4. 0OMeHa Meou, «NeyéHOuHbIX» hepmenmos u
@ynryuu neuenu.

Hauanvnas ¢paza nasuauenus medvxeramupyloweli mepanuy 6 mepanesmuyeckoi 003e OMUMcs He

Menee 2 nem.

3.1.2 Meouxamenmosnana mepanus

o Eciti mauuenTy BHICTaBNEH quarHo3 BB, pekoMeHI0BaHo Ha3HaYeHHe TEHUILIaMUHa ™ , 032
HOACHpaeTCs MHAUBHAYAIBHO, Y IeTel (Mo HHCTPYKUHH ¢ 3 niet):- 20 MI/KT Beca, , Y B3pOCIBIX - J0

1500-2000 Mr ¢ uensio CBA3BIBAHHUS CBOOOAHON MeIH ¥ YCKOPEHHUS €€ IKCKpelH ¢ Mouoii [3, 4, 31, 69,
70, 71]. '
YYP-C, YA -5)
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KommenTapuii: sensemcs npenapamom ewi6opa npu aeuenuu 6onesnu Bunvcona. Henuyunramun®™
npedcmasnsem coboli npouzeo0HOe NEHUYUINUHA, MOJIeKY1d KOmopo20 cooepicum c80000HYI0
CYabh2UOPUNBHYIO 2pYNNY, € NOMOWbIO KOMOPOU 0CYUeCMBAeMCs XelamopHas aKmueHOCMy OAHHO20
npenapama. Ienuyunnamun” mobunusyem Medb u3 nevenu u Opysux Op2GHO8 U YEeauxueaem eé
MOYe8YI0 JKCKpeyulo, 4 maxdce UHOyyupyem cunmes semaniomuoneurnos. #llenuyumnamun™
Hasnauaemcsa 3a 30 munym 0o unu yepe3 2 yaca nocie npuéma nuwu, m.K. €0a CHU Caem KUmeyHyo
abcopbyuro npenapama.

Ilepenocumocme neHuyunramuna** MoocHo nosvicums, HA4a8 ¢ NOCMENEHHOZ0 YBEAUYEHUA
0o03vl [3]. Tepaneemuueckas 003a nenuyuriamuna** y oemeii ¢ 3 1em (no uncmpyxkyuu) cocmaeisiem
20 m2/k2/cym. Hayunamo nevenue HeobXo0umo ¢ nonosuHHol 003v1 — #nenuyuniamun 10 me/ke/cym 6
3asucumocmu om go3pacma (125-250-500 m2) ¢ nocmenennvim yseauuenuem na 125-250 kaoswcovie 5-7
Oneti 00 mepanesmuyecxoii [3, 31, 139]. V e3pocavix HauanbHble 003b1 #nenuyunriamuna npu mepanuu
cocmagasiom 125-250 M2 8 CymKU ¢ nocmeneHHvIM (kascovle 4—7 OHetl) ygeauuenuem 003vt Ha 125—
250 m2 0o neyebnoii Oosupoexu 1000—1500 (0o 2000) m2 6 cymxu, komopas MODICEm HA3HAYAMbCA 6
2-4 npuema (Ha npaxmuxe - yawje 3-4 npuema) [3].

Koppexyus 0o3vt npenapama npou3eo0umcs no mepe CHUJCeHUs SKCKpeyuu Meou ¢ CymoyHot
mouol. Tepanus nasnavaemes noscusnenno. Ilayuenmel, npexpamusuiue npuém NEHUYULIAMUHA*¥,
HAxX005Amcs 8 2pynne pucke nNO pazumuio 0eKOMNeHCcayuu QyHKYuu neveHu.

Heoicenamenvnvle peakyuu Ha (hore mepanuu NEHUYUIIAMUHOM — PA3EUEAIOMCS NPUMEDHO 6
30 % cayuaes. ¥ nayuenmog co cmewannoii (¢ Hegponozudeckumu nposenenuamu) gpopmoii 6B ¢ 30 %
cyuaee ommeyaemcs yxyouleHue Hespoao2uieckoli CUMRMOMAMUKY, YmMo CEA3aH0 C UHOYYUPOBAHHOU
8bICOKON MObUnU3ayUeli MeOu U3 neyenu U 20108H020 Mo32a. Y uwacmu nayuenmos ¢ BB na ¢one
mepanuyu Modicem pa3eumvCsa OCmMpas allepeuiecKkas peakyus 8 6Uoe Colnu, IUXOPaoKuy, KpanueHuybL.
Bo3smooicno paszeumue nodocmpoii moxkcuyeckoll peakyuu 6 6uoe NPOmMeuHypuu, yeHemenus QyHKyuu
KocmHo20 mo32a. Mooicem umemv Mmecmo maxodice XpoHuU4eckoe mokcudeckoe Oelicmeue Ha KOICY
(npescoespementoe cmapenue, Oeghexmbl 6 hopmuposanuu pybyoeoH MKAHU), AYMOUMMYHHBIE
3aboneeanus (cucmeMHas KpachHas 60 4AHKA, ApMPUMbL, NOGblUlEHIe AHMUHYKAeAPHO20 pakmopa), a
makoice CHUdICEHUE pe3ucmeHmHocmu K ungexyusm. IIpu npumenenuu nenuyuiIamMuna’ paseueaemcs
Oegpuyum nupudoKcura, ymo mpebyem HazHavenus #nupuooxcuna** e 0ose 25-50 mz/cymxu [3].

IIpu ceoespemennom xoppekmuom aevenuu y 90 % nayuenmos ommeyaemcs noNOXCUMENbHAS.
OUHAMUKA ¢ HopManuzayueli NeYEHOYHbIX Mapkepog 8 meyenue 2—6 mecayeg [72].

IIpomusonokasanusmy K  NPUMEHEHWIO  MEHUYWLIAMUHA™**  ABNAIOMCA  NOGLIULEHHAS
YYECMBUMENbHOCMb K NEHUYUIaMUHy** u Opyeum KOMNOHeHMAM npenapama, Qzpawyloyumos,
noyeyHas HeOOCMAMO4YHOCMb, HAPYUEHUA 2eMON033a, 0eMCKUll 603pacm 00 3-x aem.

B cpeonem, konmpone mepanuu npogooumcs 2pasa 6 Mecay Ha NPOMAICEHUU nepeozo 2004
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mepanuu, oanee — egicezo0no [100, 92].

Konumponb nevenus demsm nposooumcs, kaxk npaeuno, yawe: 1 paz e nedenio Ha smane cmapma
mepanuu (8 nepevili Mecsay NeyeHUs) U 6 Nepuod nosvluieHus 003bl hnenuyuLiamuna**, oanee
nabopamopHvle U UHCMPYMEHMANbHble UCCAe008AHUA Npogooamca Kadcovle 1-3 mecaya 0o
HacmynieHus peMuccuu, nocie — Kkadicovle 3—6 mecayee (603MooicHO Yawje no nokasanuim) [12].

Hecobniooenue pedcuma mepanuu Modxcem Npueecmu K y2podiCaroujemy JHCU3HU COCMOSHUIO,
no3moMy NpU HU3KOU KOMWIAeHMHOCMU UHMEPBANbl MEHCOY KOHMPOAbHLIMU UCCACO08AHUAMY
00N12iCHbL ObImb KOpOYe, 0C0beHHO 2MO Kacaemcs nayueHmos noopocmko6ozo gospacma. K konmponio
mepanuy OMHOCAMCA:

- Qusukanvroe 0bcredosanue (sviserenue Hogol cumnmomamuxku BB unu pazeumue nedicenamenvHuix
peaxyuii Ha ¢one mepahuu);

- Hccaeoosanue codepoicanusn meou 8 cymoyHou Mmoue. Llenegoti ouanason ypoeusa 3Kckpemupyemou
CymouHoti Meou ¢ Mo4oi Ha ¢hone noddepaicusatoweti xeaamuoi mepanuu cocmaeaiem 200-500 mxe
(3-8 mxmoas) 6 cymru [3, 12, 31];

- Ilposedenue ananusa kposu buoxumuieckozo obuemepaneemuyeckozo (onpedeienue aKkmueHocmu
ANAHUHAMUHOMPAHChepassl 8 KPOsU, aKMUGHOCMYU ACNAPMamamMuHompancgepaszvl 8 Kposu, yposHs
obwezo bunupybuna 6 Kposu, ypoeeHb OUNUPYOUHA CEA3GHH020 (KOHBIOZUPOBAHHO20) 6 KpOGU,
onpedenenue aKMUGHOCMY Wel0YHOU hocghamasvl 8 KPOBU, 2AMMA-2TIOMAMUNTMPAHCHEPA3bL 8 KPOBU,
YPO8eHb KpeamuHuHa 8 Kpoeu, YpoeeHb MOuesuHvl 8 Kpoeu). Ileuenounvie noxaszameiu Ha ¢oHe
Xenamuoti mepanuy Hopmanusylomes 6 mevenue 3—12 mecayee [31];

- Oyenxa obwe2o (KNUHUYECKO20) AHANU3A KPOBU PA3GEPHYMO20 — MOHUMODUPOBAHUE HEJCeNameabHbIX
peakyuii Ha ¢hone mepanuu. Mozym onpedeasmocs anemus, HelimponeHus, mpomboyumonenus [44];

- Ina ceoespemenno20 6blS6NEHUA HedicelameNbHblX peakyuti HA (one Xeiamupyroujeld mepanuu
(nenuywiiamun**), nanpumep, npomeunypuy, ciedyem KOHMPOIUpoBamv OOUeKAUHUYECKUTI
(knunuyeckuti) ananusz Mouu He pedice, yem 1 pas é 6 mecayes unu yawe no noxazanuam [3, 45];

- Escezoonoe o6credosanue 6paiom-oghymansMon02oM ¢ 0CMOMPOM NPU NOMOWU uje1e6ou 1amnbl ONs
Habmooenus 3a xonvyamu Katizepa-@netimepa. Ilosenenue rxoney Kaiisepa-DPnetiwepa u Harudue
usMenenutl 8 BUOXUMUYECKUX NOKA3amelsx YyKa3uleaiom Ha HeoOXo0uMoCmb KOppeKyuu mepanuu uiu
Ha HecobnI0OeHUe mepaneemu4ecKo20 pexcuma NayueHmom,

- Ilposedenue HeungasuBHLIX UHCMPYMEHMANLHBIX UCCACO06AHUU, MAKUX KAK 21ACMOMemMPUs NeYeHuy,
YAbmpaszeykosoe Uccred08anue opeanos 6plowHol nonocmu (komnaexcroe) e peodice 1 pasa ¢ 6—12

Mecsyea.

. PekoMeHI0BaHa Tepanus BTOPOro psiia IperaparaMu IuHKa (#1MHKa cynbdar) nalueHTaM ¢

bB TIpH HETICPCHOCHUMOCTH MEeHNIMUIaMHHA** ¢ [EBI0 CHIKEHHUS BCACHIBAHUA MEU B KUIIEYHUKE B
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no3e 150 Mr B CyTKH 3/1eMEHTapHOrO IIMHKA B TPU NPHEMA Y B3POCIBIX, Y AeTeit Mianme 5 ger — 25
MT 3JIEMEHTapHOTO IIMHKA 2 pa3a B CYTKH, y AeTell crapnie 5 et — 75 Mr/cyTku (eciii peOeHOK BECHT
Mmenee 50 kr) wiu 150 mr/cyTku (ecnu Macca tena 6onee 50 xr) B 3 mpuéma 3a 30 MUHYT 0 puéMa
num [3, 73, 74, 75, 77].
YP-C, VI -4)
KommenTapuii: yunk nooaensem e6cacviéanue MeOu 6 KUWIEYHUKE U NPUMEHAEMCA Kax
aromepnamusHnoe neyenue npu bBB. Ilpenapamvl  yunka uHOYyupyrom Memanl0muoOHeuHbl
SHmMepoyumos, 061a0aIUUX 8bICOKUM CPOOCMBOM K MeOU U C6A3bIEAIOWUX €€ 6 DNUMENUU KUULeHHUKA.
IIpenapamor yunka npenamcmeyom 6cacbl8aHuio Meou 8 CUCMEMHbLI KpoBOMOK U cnocobecmeyrom eé
gvigedenuio ¢ kanom. Ilpenapamet yunka MeHee MoKcuyHbl, Yem xeramupyiowaa mepanus [73, 74].
Ipexmusnocmv mepanuu Yyunkom credyem oyeHUueamMsb NO KIUHUYECKOMY U OUOXUMUYECKOMY
VAYUUEHUIO, USMEPEHUIO CYMOYHOU DKCKpeyuu Medu U YUuHKa ¢ Mo4ol. Ypoeenv sxckpemupyemoii meou
Ha nododepaicusaiowjeti mepanuu 001%4ceH Haxo0umucsa 6 ouanasoue 30-75 mxe 6 cymxu (0,5—-1,2 mxmone
8 cymku); codeﬁotcanue Meou 6 cymoyHou Moue Huxce 30 mxe ykaszvieaem HA nepeoo3Upo6Ky
npenapamom. Ypoeenv Cble0pomoyH020 YUHKA U IKCKPEMUPYeM020 YuHKa ciedyem noo0epicusams
eviue 125 mxe/on u 1,5-2 2/cymxu, coomeemcmeenno [31, 76]. ¥V nayuenmoe c nopasicenuem nevenu
MOHOMEPANUA NPenapamamil YUHKA HedocmamoyHo dpghexmusna u He 0onxcHa npumenamecsa [31].
Bo3smoorcnvie Heoicenamenvhvie peakyuu: co cmoponvr XKT ommeyaemcs paszopadsicenue
cauzucmoii  000104KU  JicenyOKa, NoBbluleHue AKMUBHOCIMU MPAHCAMUHA3 6 Hadane JeYeHUs.
IIpenapamyer yunxa mozym ob61adams UMMYHOCYNPECCUBHBIM P Pexmom u yMeHbulams XeMOmaxcuc
netixoyumos. Mooicem npou3sotimu nosviuenue aKmueHOCMU Cbl80POMOYHO TUNA3bL U (UNU) aMunassl
be3 KIUHUYeCKUX NposA6NeHUll nawkpeamuma. Ycunenue HeEEPONOZUHECKOU CUMNMOMAMUKU NpU
npuMeHeHUU npenapamos YyuHka ecmpeyaemcs peoxo. bezonacnocme vicoxkux 003 npenapamos Yunka

015 nayueHmo8 ¢ HapyuieHusmMu PyHKYyuu novex noka He onpedenexna [78].

. [MamuenTam ¢ 6eccuMNTOMHBIM TeyeHHeM BB peKOMEHIOBaHO paccMOTPETH BOIIPOC O BEIGOpE B
KayecTBE IIperapara IepBOi JTMHUM Ipernaparsl MUHKA B CBSI3M C MEHBIOIMMU HeXelaTeIbHBIMHU
peakIUsIMH [0 CPaBHEHMIO ¢ meHuIutamuaoM* *[70, 79, 80, 81, 82, 137].

(YYP-B, Y1 -2)

KomMmenrapuii: npu pewenuu eonpoca 0 HasHayeHuu mepanuu npenapamamu yunka (#Llunka
cyavgham) credyem npuHamvb 60 GHUMAHUE, YMO NPU HATUNUU KIUHUYECKUX nposasenenuil BB
npenapamom e6vibopa ocmaemcsa nenuyuniamun** [3, 4, 31]. Ilpu napacmanuu KIUHUYECKUX
nposgneHult U GUOXUMUYECKUX USMeHeHUl cledyem HA3HAYUMb NeHUYULIAMUH *¥,

Pacnpocmpaneno muenue 06 2¢hpexmueHocmu KOMNIAEKCHOU mepanuu NeHUyuiiamuHom™** u

npenapamamu yuHka, 0OHAKo OGHHLIX OMHOCUMENbHO IMOL MOYKYU 3PeHUs HeO0CMAMOYHO.
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IIpu coemecmnom npuMeHeHUYU NPenapamos YUHKA ¢ NEHUYWIIAMUHOM™** unmepean mesicoy npuemom

Q0NIDICeH coCmasnims He MeHee 2 4acoes.

3.1.3 CuMnToMaTHyecKasi Tepanus HeBPOJOrudecKnx npossjaeHuii bB
3.1.3.1 lucmonusa

Y nanMeHTOB € YMEPEHHOM HIM  BBIDOKCHHOH  JHUCTOHHMEM BO3MOXHO  IIPUMEHECHHE

AHTHXOJMHEPTHYECKUX CPEICTB, B COOTBETCTBUM C KIMHHYECKUMH pPEKOMEHIAIHMAMH «JlucTOHMA»
[103, 105]. Beibop mpenapara ¥ METOAA JIEUEHUS OIpEAeIIeTCS KIMHUYECKOH CUTYalMex.
3.1.3.2 Tpemop

. He pexomenpoBano npu BB, conpoBosknaromieiicst JIerkMM TpEMOPOM PYTHHHOE Ha3HAYCHHE

CIEHHATIBHBIX BMEIIATENBCTB, T.K. B OONBIIMHCTBE CIy4aeB IOAHHAs CHMIITOMATHKA pa3peIiaeTcs
CaMOCTOSITEIBHO Ha ()OHE Teparuu OCHOBHOTO 3aboneBanus [103].
YYP-C, YA -5)
. PexomennoBano npu BB, conposoxparomeiicss TpeMOpOM, BIHAIOMUM Ha IIOBCEIHEBHYIO
aKTHBHOCTh HA3HAYEHHE JICKAPCTBEHHOM Tepamuu (HanpuMep, #npompaHomon** (40-240 mr/cyrtkw,
npoTuBonoKaszaH a0 18 ser), #xinoHazemam** (0,5-4 mr/cytku), #npumunon** (62,5-750 mr/cyTkm)
[103, 105].

YYP-C, YA -5)

3.1.3.2 Haprunuconuzm

IMaipeHTaM ¢ CHMIITOMaMH TIapKUHCOHM3Ma IokasaHo [105] neueHne B COOTBETCTBHH C KITMHHYECKUMHU
pexoMenpanusmu «Bonesnp IlapkuHCOHA, BTOPUYHBIM NMapKMHCOHM3M H JApyrHe 3aboneBaHus,
HPOSBIIIONINECS CHHIPOMOM NapKHHCOHH3MAa.

3.1.3.4 Xopea
) BspocnemM nmanuentam ¢ BB u BeIpakeHHO# Xopeeit pexoMeHA0BAHO PaCCMOTPETh HA3HAUEHHE

#rerpabenasuna** (craproBas mo3za 12,5 Mr/cyTku, cpemHss nxo3a 50-75 MI/CyTKH), € HEIBIo
obneruenus cumntomos [103, 105].

Kommenrapuu: [Jaunvie 06 2¢pgpexmugnocmu cumnmomamu4eckozo aedeHus xopeoamemo3sa npu bB
OYeHb 02PAHUYEHDbL.

3.1.3.4 Amaxcusn

] PexomenaoBaHo paccMoTpeTh nanueHTaM ¢ BB u arakcueii npoBenenue GpU3M9IecKoi Tepanuu
—J1e4e0HO PU3KYNIBTYpH], HAllpaBIeHHON Ha TPEHHPOBKY KOHTpOIISA Xoab0b! M paBHOBecks [103, 104].
YYP-C, YA -5)

KomMentapnu: Yeayeu no gusuveckoii mepanuu: Jlewebuaa guskyremypa npu sa6onesanusx

YeHmpanbHOUl HepeHOU cucmembl U 201068H020 Mo32a, JleuebHas @usKyromypa ¢ Ucnonb308anuem
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annapamos u mpeHasicepos npu 3a601e8AHUAX YEHMPANbHOU HEPEHOU CucmeMbl U 20106H020 M0324,
Koppexyus napywenus oOsuzamenvHoti (yHkyuu npu nomowju 6uonozudeckoii obpamnou ceasu,
Iocobue no eoccmanoenenuio no3o-cmamudeckux QyHkyuti, Jlunamuyeckas nponpuoKoOppexyus.

3.1.3.5 Juzapmpusn

. PexomenaoBano namuedTaMm ¢ BB u ausaprpueil npuMeHATh METOIBI PEaKcallii B Cllydae
JUCTOHMYECKOM JU3apTPHH, METOIBI, YIYUINAIONIHE CKOPOCTh peYH B CIIydae MO3XEUYKOBOH aTaKCHH, a
TaKKe TPOMKOCTB H apTHKYIIALMIO B CIly4ae IMIOKHHETHYIECKOH AU3apTpUH [103].

YYP-C, YOO -5)

Kommenrtapuu: JTeuenue ousapmpuu npu BB ne sgnaemcs cneyugpuueckum, Ho OCHOBGHO HA
obwux npasunax leyenus Ou3apmpuu, U nNOOX00 6 OCHOGHOM 3ABUCUM OM KOHKDEMHO20 muna
Hapyuienus peuu. Y nayuenmos ¢ MAanonoHsmHoUl peuvlo mepanuio ciedyem Kombunuposams c
QATbMEPHAMUSHBIMYU CROCOOAMU KOMMYHUKAYUYU (HANpUMED, NUCbMO, dicecmbl, npubopbl ¢ QynKyuel
npeolpazoeanusi NUCbMEHHOU peyy, KOMNblomep, cMapmeoH U m.n.) C Yeavlo NOBbIUEeHU Kayecmea
JICUZHU NAYUEHMOE.

Jlozoneduueckue ycayeu: Meouxo-nozoneduyeckoe uccredosanue npu oucgazuu, Meouko-
N020neduyeckoe uccaedoéanue npu agasuu, Meduxo-nozoneduveckoe uccnre0o6anue npu Ou3apPMpul,
Meoduxo-nozoneduueckas npoyedypa npu oucgazuu, Meouxo-no2onedueckas npoyedypa npu agasuu,
Meoduxo-nozoneduueckas npoyedypa npu ousapmpuu, Meduko-n0zoneduyeckas MOHANbHO-
pummuyeckas npoyedypa, Meduxo-nozoneduieckas npoyedypa ¢ UCHONb306AHUEM UHMEPAKMUBHBIX

UHDOPMAYUOHHBIX MEXHON02U

3.1.3.6 lucchazun

o Pexomenao0Bano B KauyecTBE CTAPTOBON Tepamuy NPH HETSDKENBIX NPOSBIECHUAX Aucharuu
IIPOBOJUTL KOPPEKUHMIO ITHIIEBOrO IIOBENEHHS M (PU3MOTEpamHIO C LENBI0 IPENOTBPAILECHHUA
acmupanuMoHHBIX ITponeccos [103].

(vyyP-C,ynAa-5)

Kommenrapuii: ITayuenmam ciedyem pekomeH006ams NPUHUMAMb NUWLY 6 CHOKOUHOU obcmanoeke
(6e3 npocmompa menesusopa, He paszzo08apusams 60 6pems eobl, He NPUHUMAMb RUWY, ecau nayuesm
ymomaén u m.n.). Ciedyem ecmv u numo MeONEHHO, MUAmerbHO NPOICECLIBAS NULYY, He NPUHUMAMDb
HO8YI0 nOpYUIO e0bl NOKA He NPO2104eHA NPedblOyIYas.

Hayuenmam co crudicenHOU ROOGUICHOCMBIO A3bIKA U HAPYUIEHUAMU 210MAHUs Mo2ym Obimb NONE3HbL
cneyuanbHble NOOJNCEHUs Meaa, HanpumMep, NooJlceHUe N1éxca Ha 6oKy nod yaiom 45° 60 epema

210manus.
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Ileped nauanom mepanuu oucghazuu credyem, no 603MO’CHOCMU, NPEKPAMUMb JeHeHUe CEOamUEHbIMU
npenapamamu 1ubo coxpamump 00361 00 00HOi nEped CHOM.

Takoice credyem NO 803MONCHOCMU OMMEHUMb XONUHOOIOKAMOPYL, HA3HAYEHHble ONL YMeHbUEeHUs
CIOHOOMOeNeHUs NPU NOABLEHUU OUCHA2UY, M.K. CYXOCMb 60 pMY MOJ4CEm YXYOUlUmb 210manue.
Cnedyem uzbezamo cyxotl u IUnKou nuuyu.

Bozmooicno ucnonvzoeanue 3azycmumeneii Ha OCHoGe Kpaxmang.

. PexoMeHI0BaHO IPH TOKENON HEKOppEKTHpYeMoil nucdaruy 1mpoBeacHHEe KOPMIICHHS Yepes
30H]I/Ha30racTpalbHEIH 30H/ C LIEJIBI0 IPEJOTBpallleHus acnupanyy u aepunura nutanus [103].
YYP-C, Y4 -5)

Kommenrapuu: HazozacmpanoHulii 30HO M0dcem UCNONb306aMbCA 6PEMEHHO 0N OONOAHUMENbHO20
NUMAaHUs Yy NAYUeHmos, KOmopvle MO2ym NPUHUMAMb NUWY CAMOCMOAMENbHO.

. PexoMeHA0BaHO PacCMOTPETh IIOCTAHOBKY IaCcTPOCTOMBI MAIMEHTaM € MOCTOSHHOH M (HIIH)
nporpeccupyroniei qucharueit TxENON CTENEHN NPH HANMYMU WIK OTCYTCTBHHU IIOTEPH MACCHI TElIa,
0e3 MPU3HAKOB YJIyHIIEHHUS HEBPOJOIMYECKHX CHMIITOMOB Iocie 1 Mecsla xenaTupyromnieil Tepanuu
[103, 104]. '

YYP-C, YO -5)

KomMenTapuu:

Heobx00umo ymounume Hanuvue/omcymemeue meOu 6 CoOCmase Mamepuana 30H0a.

3.1.3.7 Cnronomeuernue

o PeKOMEHIOBaHO HCHOJIE30BAHHE HEMEAMKAMEHTO3HBIX METOIOB (PKEBAaTeNbHas PE3UHKA HIIH
COCaHHe JICACHI[OB) NPH CITIOHOTECUYEHHH C LIENBI0 YMEHBIIEHUS CUMIITOMAaTHKH 32 CUET CTUMYJISALUH
[JIOTAHHSA MallMEHTaM co cimoHoTeueHueM [103].

YYP-C, YO -5)

. PexoMeHI0BaHO NTAIIMEHTAM CO CIIOHOTEUCHHEM NpU HEd(PHEKTHBHOCTH HEMEAUKAMEHTO3HBIX
METOAOB IPHUMEHEHHE AHTUXOJNMHEPIHYECKUX mpenaparoB (HampuMmep,  #rpurekcubenumm**
(cTapToBas 1032 2 MT C IIOCTENEHHBIM MOBEIMIEHHEM, 00bIYHO goctatoudo 30 Mr/cyTku), 1-2 karm 1
% pactBOopa #arponuHa** mox A3BIK 0 3 pa3 B CYTKM C HHTEPBAIOM B 5-6 4acoB), HIIM arOHHCTOB
HMMHZIA30JIMHOBEIX pelenTopoB (Hxmonumuu** 0,15 mr/cyrku), unu BBeaeHue #bBoTynuHHHecKoro
TOKCHHA THMNa A-TEMarrIlOTHHHH KOMIUIEKC** B OKOJIOYINHBIE CIIIOHHBIE JKene3sl U (MiaM)
[TOJ{HHKHEUEIIIOCTHBIE CIIIOHHEBIC JKENE3bl C IENBI0 YMEHbIIeHUs cammBaiuu (3¢ dexTHBHBIE 03I
BapeupytoT oT 10 no 300 exunnu, aeiictBue npenapara aaures 1,5-6 mecsanes) [103, 138].

(YYP-C, YIII -5)
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o Tepanuio SNUIETICHH PEKOMEHIOBAHO IPOBOIHMTH COTJIACHO CTAHAApTHBIM IOAXOAAM K
MPOTHBOINUIENTHYECKOH TEPANNH C IENbIO KYIIHPOBaHUS U PEROTBpANIeH) IpHCTyNoB [34, 90, 103,
104].

YYP-C, YA -5)

Kommenrtapuu: [Jus mozo umobvr He evl36amb NeyéHOuHOU Ouc@ynkyuu, credyem usbezamb
NpUMeHeHUs NPOMUBO3NUIENMUYECKUX Npenapamos C NOMEHYUQIbHLIM 2enAMOMOKCUYECKUM
asghghexmom (Hanpumep, sanbnpoesas xucioma **).

. PexoMeHayeTcst ICHXOMNATONIOTHYECKHE H TIOBEJICHIECKHE CHMIITOMBI KOPPEKTHPOBATH TaK XK€,
Kak ¥ IpH MoJ00HBIX HAPYIIEHUIX MHOM 3THONOTHHU. IIpH 3TOM CiemyeT u3berars, 0 BO3MOXKHOCTH

TpenapaToB, OCHOBHOM HeXeJaTeNbHOH peakineii KOTOPBIX SBIIETCS FenaToTOKCHIHOCTD [107].

(YYP - C, VIII - 5)

3.1.4 Tepanus 6o spema 6epemennocmu u 2pyoH020 6CKAPMAUSAHUA

o PexoMeH10BaHO MPOJOIDKUTE Teparmuio bB npu 6epeMeHHOCTH M B IIOCTIEPOJIOBOM MEPHOLE €
LENbI0 coxpaHeHus TeueHHs BB B cramum bemnccnn, OJIHAKO, YYHTHIBAas OMAaceHHUs IO IOBOIY
MOTEHIMATIBHON TEPATOTEHHOCTH (OMKCaHa PEAKO — TOJBKO IPU NPUEME BHICOKHX 7103) M € BO3MOXKHBIM
obpazoBanreM pyOIIOB IOCIIe KecapeBa CEYEHHUS WM SIN3HOTOMHMH BCJICICTBHE HApYIICHHS CHHTE3a
KOJLTareHa, CIeAyeT CHU3HUTH J03bI XeNaTHPYIOmiel Tepanny Ha MPOTsDKEHHH Beel O6peMEHHOCTH Ha
25-50 % ot ucxoxauoii. Tepanuio #uuHKa CyabpaToOM MOXKHO COXpPaHATh 63 KOPPEKTHPOBKH J03HI [12,
3,92, 108].

YYP-C, YA -5)

KommenTapuii: V 6epemennbix makcumanbras cymounas 003a He 0014cHa npegotuiams 1000 m2/cym,
6 3 mpumecmpe — 300-600 mz nenuyumnramuna** [3]. HeobxoOumo npo6oOums KOHMPOb
nabopamopuvix noxasameneti 06mena meou (e pesice 1 paza 6 3 mecaya). Ecau nnanupyemcs kecapeeo
ceyenue, mo cymoynas 003a 0014cHa 6vimb He 6onee 250 M2 6 nocrednue 6 Hedenb bepeMeHHOCMU U 6
noczzeonepamueuo.ﬁ nepuooe 00 NOIHO20 3ANCUENEHUA.

Kamezopuuecku mnenv3s ommeHnsmv mepanuio npu Hacmynienuu bepemeHHOCmU 6 C6A3U C
803MOICHOCIMLIO PA3BUMUSL OCAONHCHEHUIL.

. He pexomenayercsa mnaiueHTKaM ¢ BB ocymecTBnars rpyaHoe BCKapMiMBaHME Ha (oHe

MIpUMEHEHHS XENaTUPYIONMIEi Tepaliy, B YaCTHOCTH, IIeHUIIaMuHa** 3,108, 92].

(YYP-C, VI -5)
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KomMenTapHii: oannvlx omnocumevHo eauanus #yunxa cyasgama (npenapamoe yuHka) Ha 2pyoHo2o
pebénka 6 Hacmoswee 6pemsa HedocmamouyHo. IIpu omom umeromcs OanHvle O 603MOJICHOU

6e3onacnocmu npumMenenus xeaamupyroujeti mepanuu 6o epems 2pyoHozo eckapmausanus [108].

3.2 Xupypru4eckoe JiedeHHE
3.2.1 Tpancnaanmayua nedeHu

o PekoMeHII0BaHO NpPOBEAECHHE TPAHCIUTAHTAUWH II€YEHH NpPH HAIMYUM ITOKa3aHWi: pa3BUTHE
OCTpOii NeUEHOYHO HEZOCTATOUHOCTH, He3(h(EKTUBHOCTD XENaTHOl Tepaniy B TEUEHHE HECKOIBKHX
MeCAleB Yy MallMeHTOB C JAEKOMIICHCHPOBAaHHBIM IHPPO30OM II€UEHH; BO3HUKHOBEHUE TKENOH
Iporpeccupyronieii ne4€HOYHOH HEXOCTAaTOYHOCTH IPH CaMOCTOSTEIBHOM IPEKpaIlleHUH JICUCHHU,
PaccMOTPETh MPU MPOTPECCUPYIONIMX M HeoOpaTHMBIX HEBPOJIOTHYECKHX HapymeHusx [3, 4, 31, 83,
85]. .

YYP-C, Y11 -5)

KoMMeHTAapHii: gbioicusaeMocmy nayuenmog 8 meveHue 200a noc.1e ypeeHmHoll mpancnianmayuy no
nogoody (yrbMmuHanmuol neuénounot Heoocmamoynocmu npu BB docmuzaem 70 %, 6 omcymcmeue
MPAHCRIAHMAYUY BbIICUBAEMOCMb COCMABNAem eOuUHUYHble cayyau. IIpu mpancnianmayuu neyenu Ha
cmaduu O0eKOMREHCUPOBAHHO20 YUPPO3a heyYeHU BblXCUBAEMOCMb NAYUEHMOE8 6 meyeHue 2004
cocmasnsem 95 %, uepez 5 nem — 83 %, uepez 10 nem — 80 %. Ynyuwenue nesponozuueckou
CUMNMOMAMUKYU NOCie mpancnaanmayuu Habmooaemcs bonee yem ¢ 50 % cayuaes. OOHako eciu
Hesponozuieckas cumnmomamuka nepcucmupyem Goree 2 nem Ha (POHe NedyeHUd, YaAyduieHue
pe3yibmamos nocie NnpoeedeHus OpPMOmMONUYeCKOd MpPAHCHAAHMAYUYU NeYeHU UNU NPOOONJICEHUS
xeamuoii mepanuu manoeéeposmuo. Bolocusaemocme nayuenmos co cmewantou gopmoii 5B nocae
npoeedenus MpaHCHAAGHMAYUY NeYeHU HUJCe NO CPABHEHUIO ¢ neuénounoll popmoi. Tpancnranmayus
neyeHu NpusoOUm K HOPMAAUIAYUU 00MeHa MeOU, NOGbIUEHUIO YPOBHA YepyIOnIasMuna 6 nepevle
Mecaybl nOCie Onepayul, CHUMNCEHUI0 JKCKpeyuu Medu ¢ MOY0t nocie mpaHChAGHMAyuu ¢ NOAHOU
Hopmanuzayued OaHHbIX nokazameneii K 6-9 Mecsayy nocieonepayuoHHo20 nepuooa, Uc4e3HO8EeHUI0
xoaey Katizepa-@netiwepa y 6oavuuncmea nayuenmos [83, 85].

Iocae mpancnaanmayuu nevenu nayuenmol He Hysicoaromes 8 mepanuu bB [Ownbkal UCTOUHUK cCbinkm
He HaiaeH./.

3.2.2 Xupypzuueckoe aeyenue Hegpoao2uieckKux 0C/10cHeHul

o Ilpr TOKENBIX JBMraTeNbHBIX (OKCTpalMpaMHUIHBIX) HApyIICHUAX, YCTOHYMBBIX K
XENaTHPYIOMIEH M CHMITOMAaTHYECKOH Tepamuy, PEKOMEHAOBAHO pacCMOTPETh BO3MOXHOCTH

IIPOBEACHUS XHPYPIHYCCKOTO JICHCHHS:
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- NpH JUCTOHHM — XPOHHYECKAS OJIEKTPOCTHMYNAUUS TIyGOKHX CTPYKTYp TONOBHOrO Mo3ra
(BHYTpeHHErO cermenTa 6IeIHOTo Mmapa), NAUTAOTOMHUS, TAIAMOTOMUS;

- [IPH TPEMOPE — XPOHHUECKAS JIEKTPOCTUMYJIALMSA IIIYOOKHX CTPYKTYP FOJIOBHOTO MO3ra (Tanamyca),
MAUTHIOTOMHS, TATaAMOTOMHS;

- IIpH NapKUHCOHU3ME — XPOHHYECKAS SJIEKTPOCTUMYJIALHA ITyOOKHX CTPYKTYP FOJIOBHOT'O MO3Ta HIIH
NALTHAOTOMHS;

C LIENBI0 KOPPEKIMHU AaHHBIX cocTosHuii [103, 104].

(YYP-C, YA -5)

KoMMeHTapHH: 6 coomgemcmeuu ¢ KAUHUYecKumu pexomeHoayuamu «ucmonua» u «bonesnw
ITapxuncona, 6mopuyHbLil NAPKUHCOHUIM U Opyaue 3a001e6aHUA, NPOAEIAIOUWUECT CUHOPOMOM

NApKUHCOHU3IMAay».

4, MeanuHHCKasi pea0HJIUTALNSA H CAHATOPHO-KYPOPTHOE JieYeHHe,
MeXHIHHCKHE MOKA3aHUS U NPOTHBONOKA3aHHUSA K MTPHUMEHEHHIO METO10B
MeXHIHHCKOIi peabuIHTALHH, B TOM YHCJIe OCHOBAHHBIX HA HCNOJb30BAHHH
NPHPOAHBIX JiedeOHbIX (GaKTOPOB

Meouyunckas peabunumayus nayuenmos ¢ bB nanpasnena na xomneHcayuio HApyuieHut
PYHKYUOHUPOBAHUS, NpedicOe 6Ce20 NPUHAKO8 NOPAdCeHUs YeHmpanvHol HepeHou cucmemst. OHa
gxmouaem 6 cebs neyeOHYI0 usKyIbmypy npu 3a001e6aHUAX YeHMPANbHOU HePEHOU cucmembvl U
2071061020 M032a, NeyeOHYI0 DU3KYTemypy € UCNONL306AHUEM ANNAPAMOE U MPEHAdXCepos npu
3abonesanuax IJHC u 201061020 M032a, KOPpeKyuio HApyuieHUs 08U2ameabHOt BYHKYUU NpU NOMOwU
6uonozuveckoti 00pamuoil c6a3U, NOcoOUe NO 60CCMAHOBNEHUIO NO30-CIMAMUYECKUX QyHKYuU,
OUHAMUYECKYIO NPONPUOKOPPEKYUIO, MeOUKO-1020NeOUYECKYI0 npoyeoypy npu oucgazuu, Meouxo-
J1020neduyeckas npoyedypa npu Ou3apmpuu, MeOuKo-1020NeOUYeCcKyl0 MOHANbHO-DUMMUYECKYIO
npoyedypy,  MeOUKo-1020ne0U4ecKylo  npoyedypy €  UCHONb306AGHUEM  UHMEPAKMUBHBIX
UHDOPMAYUOHHBIX MEXHONO2UIL.
He cywecmeyem KpynHulX PaHOOMUSUDOBAHHLIX UCCACO06AHUY, 6 Komopz;zx oyenusanace Ovl
sghpexmusnocmnb usuueckoii mepanuu (nevebnoti Guskyaonmyper). Oonaxo omoenvHole coobujenus 06
eé ycnewnom npumenenuu npu BB u nebonvuiue cepuu kiunudeckux Habnooenui ceudemenbcmeyiom
0 mom, umo usuyeckas mepanus Modicem Obims NONE3HA 8 CAYHAAX OUCTOHUY, 015l NPeOOMBPaUjeHUs.
KOHMpaKmyp, npu napKUHCOHUIME U AmMaKcuy, 20e Mozym Ovimb NONE3HLL MemoObl cmabunusayuu
NOX0O0KU U pAGHOGECUA.

Hetipombluieunas s1eKmpocmumyIsyus npeOnpUHUManacy OAa YayuuieHus oucgazuu, u ons

YAYuwlenus NUMAHUs ~ CMAaNOApPMHOU  NPAKMUKOU  AGAAEMCS  UCNONb30BAHUE — YPECKOJICHOU
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SHOOCKONUYECKOU 2acCmpOCMoMblL Y NAYyUeHmos, y Komopbvix 3amemuo Hapyuieno 2iomanue [105, 109,
110].

ITockonvky ooicudaemcs, ymo He8poozZUYecKkoe COCMOsHUe NAYUeHMa HAYHEM YAYyuuamocs
npumepHo yYepe3 6 Mecayes nOCie HAYALA NAMO2EHeMUYeCKOU mepanuy, 6axcHo, Ymobel nayuenm 6
npoyecce neuyeHus COXPAHAN NO3UMUBHBIY HACMPOU U CMApancs COXPaHumb KAK MONCHO bonvuie
guzuveckux 603M0CHOCME.

Ecau nayuenm ucneimwieaem xpaiinue mpyoHocmu 6 obuenuu, mozym bbimb UCNONL306GHDbL

anghasumuuvie 00CKU WU dDNeKmpoHHble ycmpoticmea kommynukayuu [111-114].

5. lIpodunakTHKa U QHCIIAHCEpHOE HAD/I0eHHe, MeIHIITHHCKHE NNOKA3aHUS H

NPOTHBOIIOKA3aHUSl K NPHMEHECHHIO METOO0B HpO(lJHJ'laKTHKH

5.1 Hlpodpunaxkruka

L4 PBKOMCH).IyeTCH KOHCYJbTAllUA Bpava-r¢éHETHKAa CEMBSM C ITAIUEHTAM C AHArno3oM bB nmnsa
pasmcneum‘fl TFCHECTHYCCKOI0 PHCKa, 06CY)KlICHI/I}I BO3MOXHOCTEH HpeHaTaJIBHOﬁ H

IpeUMIUTaHTAIlMOHHON UarHocTuki [3, 4, 31, 48].

(YYP-C, VI -5)

Baxyunonpogunaxkmuxa

Abcontomueix npomugonoxasanuil x npogedeHulo sakyunayuu y nayuenmoe ¢ bB nem. Baxyunayus
npoeodumcss ¢ coomeemcmeuyu ¢ Hayuonanonvim xanewoapem u  obwumu nooxooamu K
saxyunonpogunaxmuxe [115, 116].

° PexomMeHA0BaHA BaKUMHALMA NMPOTHB remaruta A U remnaruta B ¢ nensio NMpeaoTBpameHus
JaHHBIX 3300JIeBaHuii, YUHTHIBAS HATHYNE NOPaKEHHI IIEYEHH B paMKax OCHOBHOM naronoruu [117].
YYP-C, Y11 -5).

KommMenTapnii: eaxyunayus npogooumcs co21acHo UHCMpyKyuu no npuMeHeHulo npenapama.

5.2 lucnancepHoe HaGaoaeHHe

. PexoMeHI0BaHO B Mpollecce KOMIUIEKCHOrO JieYyeHHs IanueHToB ¢ BB ocymecTBiaATs
KOHTPOJb IIOKasareneil oOmero (KIMHHYECKOTO) aHaiu3a KPOBH pa3BEPHYTOro, aHAIM3a KpPOBH

OHOXMMHYECKOro o0ImeTepaneBTHYECKOro (Onpesie/iecHie akTHBHOCTH alaHHHaMHHOTpaHc(depassl B
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KPOBH, aKTMBHOCTM aclapTaTaMuHoTpaHcdepasbl B KpOBH, YpOBHA oOmero 6unupybuHa B KpOBH,
ypOBeHb OUIMPYOMHA CBS3aHHOrO (KOHBIOTMPOBAHHOTO) B KpPOBH, JHIIHIAOIPaMMEI (XOJECTEPHH,
JUNONPOTEUAbl BHICOKOH IUIOTHOCTH, JIMIONPOTEMABI HM3KOH IUIOTHOCTH, TPHIIIMIEPHIbI),
onpefieJieHHE aKTMBHOCTH InenouHoit docdarasst B KpoBH, raMMa-TIIIOTaMUITpaHCdepassl B KPOBH,
YpOBEHb KpEaTHHHHA B KPOBH, YPOBEHb MOYEBHHEI B KPOBH, anbOyMHHA KPOBH), a TAKKe MPOBEACHUE
KOaryJorpaMMmbl  (OpHEHTHPOBOYHOTO  MCCJIEIOBAHMSA CHCTEMBI TeMOCTa3a).  ONpeseieHHe
IpOTpOMOHHOBOrO (TPOMOOILUIaCTHHOBOIO) BPEMEHH B KPOBM WM B IUIa3ME€ H MEXTYHapOJHOTO
HopMmanu3oBanHoro oTHomenus (MHO) e pexe 1 pa3a B 6-12 MecslieB B IEpHOJ PEMUCCHH HITH Yaiie
110 noKasanus [3, 4, 12, 31, 44, 100, 92].

(YYP-C, YA -5)
KomMenTapuu: B cpednem, KOHmMpoib mepanuu npoeooam 2p/Mec HQ NpOMSIICEHUU NEpeozo 2004

mepanuu, oanee — eicezoono [100, 92].

Konmpone neyenus 0emsim nposooumcs obviuno yauje: 6 cpeonem 1 pas 6 nedento na amane cmapma
mepanuu (8 nepewviti Mecay Jedenus) U 6 NEpuoO nOGvluleHUs 003bl heHuyuriamuna**, oanee
nabopamopuvie U UHCMpYMeHMAIbHble UCCAe008AHUL NPOBOOAMCA Kaxcowle 1-3 mecaya 0o
HACMYNIeHUs. PEMUCCUY, noce — KadicOvle 3—6 mecayes (803M0iCHO Yawje no noxasanusm) [12].

o Bcem manuentam ¢ BB pexoMeHmoBaHo B Ipolecce KOMIUIEKCHOTO JIEYEHHS HCCIIEOBaHHE
CYTOYHOM JKCKpEllMH MeQu B MOue He pexe ORHOro pasa B 12 MecAUEB JUIA KOHTPOJA JICYCHHA

(BO3MOXHO Harie 10 MokaszaHusM) [3, 4, 12, 31, 44].

YYP-C, YA -5)

] PexoMenpopano mnamuedTamM ¢ BB mpoBeneHne yasTpasBykoBoro HccnemoBanus (Y3H)
opranos GpIOIIHOM 1MoJI0ocTH U nouek (YIIbTpa3ByKOBOE HCCIEIOBAaHHE OPraHOB OpIOMIHOM MONOCTH
(koMILIEKCHOE), YIIETpa3ByKOBOE HCCIENOBaHUE T0YEK), hrbpoanacrorpaduu nevueHn (SnacToMETpH
TIEYEHH) C IIEJIBIO OLICHKH CTEMEHH MOpaXeH!H 1 puOpo3upoBaHNs renaToOMIHapHOM CHCTEMBI KOXKIBIC
6-12 MecsneB B IepHOA peMHCCHH (BO3MOXKHO Hamle 1o mokasanusm) [46, 56, 57, 61, 62, 92, 93,
100,118-121].

YYP-C, YA -5)
. [TanuenTaM ¢ OSNWIENTHYECKHM CHHAPOMOM PEKOMEHAYeTCHl IpOBEfCHHE PpYTHHHOMH
snextposnnedanorpaduu (3317 ¢ Henbl0 KOHTPOIS JeYSHUS SMIIENTHYECKHX pUcTynoB [61].
YYP-C, YA -5)
KoMMEHTapHH: makdice MOJICem  NpoGOOUMbCA  CYMOYHAA  dleKmpodHyeganozpagus ¢

8UOEOMOHUMOPUH2OM.
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o ITanuenTam ¢ HCBPOHOFH‘ICCKOﬁ CHUMIITOMATHUKOH PECKOMEHAYETCHA IPOBEACHHE MAarHHTHO-

pe3sonancHoit Tomorpaduu (MPT) ronosroro Mo3ra B IMHaMHKE 110 ITOKa3aHHUSM C LEJBIO BBIABICHUSA

[IATOJIOTHYECKMX M3MEHEHHI B TOJJOBHOM Mo3re [4, 60, 92, 100, 101].

YYP-C, YA -5)

KoMMeHTapuu: npu Heo6x00umocmu npoeooumcs HapKos3.

. PexomMenn0Bano MpoBeicHHE dEKTpoKapaArorpaduu U sxokapanorpaduu nanuentam ¢ bB ¢
IEJIBIO BHISBJICHHS ITATOJIOTHH CO CTOpoHEI cepaua [100].

YYP-C,YIA-5)

KoMMenTapuu: yMozym 6vlagismuCs 2unepmpous N1e6020 dicenyooyka uau oboux iceryo0oykos,
pannss penoaspusayus, denpeccus cezmenma ST, uneepcus 3ybya T u pasnuynvie apummuu.

o PexoMeHI0BAHO BCEM MNAlMEHTaM €XETOAHOEe OOCIeOBaHHE BpauoM-odTambMoNOroM ¢
OCMOTpPOM IIPH MOMOIIM IesieBoit namnbl (BHOMHKpOCKONMS I7a3a) A OLEHKH COCTOAHHS OpraHa
3penus [3, 4, 31, 44].

YYP-C, YA -5)

o PexoMeHI0BaH MYJIETHAUCIUILIHHAPHEIA IOXOA K HAOMIOAEHHIO U JISUEHHUIO naueHToB ¢ bB
CHIENHANTNCTAMH pa3sHBIX mpoduieii (BpauyoM-NeAMaTpOM, BpauyOM-TEPANeBTOM, BpadoM oOmiei
NPaKTUKH (CEMEHHBIM BPa4yoM), BpauOM-TEHETHKOM, BPadyoM-HEBPOJIOIOM, BPauyoM-0(TaEMOJIOTOM,
BPauOM-TaCTPOIHTEPOIIOrOM, BpayoM-He(poJIOroM, BpayoM-TeMaToIor/ BpayoM JETCKUM OHKOJIOTOM-
reMaTojIOroM, BPauoM-IICHXHATPOM, BPauOM-NYJIEMOHOIOTOM, BPauyOM-KapAHOJIOroM, MEAHUHHCKHM
IICHXOJIOTOM, M JPYTHMMH II0 KIHHHYECKOH HeoOXOOMMOCTH) C IENbl0 00ECIEdeHHs KOMILUIEKCHOM

TEpaNHK U CBOEBPEMEHHOM €€ KoppeKIuy pu HeobxoaumocTH [3].
YYP-C, Y114 -5)

6. Opranunzanusi 0Ka3aHUSA MEAHIHHCKOH MOMOINH

Juaznocmuxa u mepanus BB y Oemeli ocywecmensemcs Ha 6ase cneyuaiusupoSanHvlx
CMAYUOHAPOE 2ACMPOIHMEPOL0ZUYECKO20 (2eNamON02ULECK020) NPOGUIA C NPUBLEHEHUEM CAE0YIOUUX
creyuanucmos: 6pay-2acmpo3Hmeponoe, epai-opmansmonoe, 6pa4-Heepoioe, 6pa4-nCuxuamp, epay-
Heghponoz, 8pay-2emamono2/epay-0emcKuil OHKONO02-2eMamon02, 6pa4-Xupype/6pa4-0emckui Xupype,
MeQUYUHCKUT NCUX0N02 U OpYy2ux npu KIUHUYECKoU Heobxooumocmu.

Iepeuynas Ouaznocmuxa u Hawano mepanuu y Oemeti ¢ BB ocywecmeénsemcs na 6ase
CHeyUanU3UpOBanNKO20 CMAYUOHAPa ¢ 00s3amenvHoll OyeHkol Memabonusma Mmeou, cmenenu

Gubpozuposanua neuéHounON NAPEHXUMbl U HADYWEHUS NCUXOHEEPON02UHeCKUX QYHKYud, ¢
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onpedeienuemM NOKA3AHUU ON CB0EBPEMEHHO20 BbINOIHEHUS OPMOMONUYECKOU MPAHCHIaHMAYUuU
neyenu [3, 4, 31, 83, 85].

Koncepsamuenas mepanus npogodumcs Ha 6ase Kpy21l0CymoyH020 Uiu OHe6HO20 CMAayuonapa c
06a3amenbHblM KOHMpoOneM 1abopamopHelx noxaszamenei u nociedyloujeli npeemMcmeeHHocmvlo ¢
ambynamopHeIM 36eHOM 30PA60OXPAHEHUA.

Creyuanusuposannoe HabaoOeHue ocywjecmensiemcs 1-2 pasa ¢ 200 nHa 6aze Kpy210CymouHO20
cmayuonapa unu Ha 6ase OHEBHO20 cmayuoHapa ¢ ambyiamopHblm HAOAI0OeHUeM NAYUeRmos no
Mecmy JICuUmensCmea epavell Creyuanucmos: epaya-neouampa/spaia-mepaneema/spaya obujeti
npakmuku (cemetinozo 6paya) u 6paua-2acmpoIHmMepoN02a npu NeYEHOYHOU U CMewannot popmax
3a601e6aHUA, 6PAYA-HEEPON02A U MEOUYUHCKO20 NCUXON02a npu cmewiannoi popme bB.

Ilepeuynas OuazHoCmuka, HAYaaA0 mepanuu u HabmoOeHue y 63pocivlx nayuewmoe ¢ bB
ocywecmensiemcss Ha 6ase Cneyuanu3upoOBaHHLIX AMOYIAMOPHLIX WIU CMAYUOHAPHBIX OmOeaeHUl
2aCMPOINMEPONIOZUYECKO20 (2enAMON02UYeCcK020) U (UTU) He8PONO2UHECK020 NPOPUA.
Pexomendyemcs pezyasproe ambyramoproe Habniooenue 3a nayueHmamu (ROTUKAUHUYECKUE NPUEM
U OHeGHOUl CMAYUoHAp) ¢ 20CnUmManu3ayuelli 8 CREYUaNUIUPOBAHHYI0 KAUHUKY (KPY210CYmOouHoe

omoenenue) 8 cryuae pazeumus 0C104CHeHull 3a601e6aHuA.

7. JonoaHuTeabHasa HHpopmanus (B TOM 4Hcje (PaKTOPHI, BIHAIOLIHE HA
HcXo/ 3200/1eBaHUS HIIH COCTOSIHHSA)

7.1 Ucxoanl 1 IPOTrHO3

BB sBisieTcs mporpeccupyromuM 3abojeBaHHeM H NPH OTCYTCTBHH CBOEBPEMEHHO HAYaTOd

Tepalnuy MalMEHTEl YMHPAIOT OT OCJIOXHEHUH IMppo3a IMEUeHH U (MIIH) pexe OT IPOrpecCHpyrOLIei
HEBPOJIOrMYecKoi cummToMaTvki. I[Ipn 5(QGEKTHBHOCTH Xe€NaTHOH TEpanmuH HIM  YCIESHIHOM
IPOBEACHHH TPAHCIUIAHTAIIMH NIEYEHH MPOTHO3 3a6oneBanys O1aronpHATHEINH.
ITpornos npu BB cBsA3aH cO CTemeHsl0 IEKOMIEHCAIMH TEYEHOYHBIX (GYHKUMH, TKECTBIO
HEBPOJIOTMYECKOH CHMITOMAaTHKM M IIPHUBEPXKECHHOCTBIO Tepanud. HopMmanmusauus NeY€HOYHBIX
GdyHKIME TpoHCcXoauT Ha 1-2 roxy TepamMu M HE NPOrpecCHpyeT MpPHU IMOJHOM BBIIOJIHEHMH BCEX
pexomenpauuii. KoHcepBatuBHas Tepamus HeoddexTHBHA npu  (QYIEMHHAHTHOM — TEUYCHHH
3abonesannd. Beur paspaboran nporHoctuveckuii nHAeke BB (Dhawan et al.), cormacno xoTopomy
oleHKa cBbile 11 6amioB CBA3aHa C BHICOKOH BEPOSTHOCTBIO JIETAIBHOTO MCXOAA NPH OTCYTCTBHH
CPOYHOIi OpTOTONMYECKOi TpaHcivanTauuy nedeHu (IIpmwioxenue I'2) [47, 86].

Hesponoruueckas cumnromatnka BB mimb yactuyHo oOpaTiMa IpH TEPANUM XenaTopamMu U
NPOBEIEHHM TPAHCILUIAHTAIIMY TIEYEHH, YTO CBA3aHO ¢ HEOOPaTHMBIM IOPAKEHHEM TOJIOBHOrO MO3ra

TOKCHYCCKHMH KOHICHTpAITUAMH MCTH.
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KpnTepun OLICHKH Ka1e¢CTBAa cneunanmnposannoﬁ MCIIHHHHCKOﬁ NMOMOIIH

B3POCJIBIM H AeTSIM NpH 00Jie3nn Buiabcona

Kpurepnii

OueHka BbINOJHEHHSA

BemmonHeHo HeenenoBaHus YPOBHA
LepyJIomIa3MHHA B KPOBH ITPH IIOCTAaHOBKE
JMar"o3a namueHTam crapie 1 roga

Jla/Her

BrImonHeHO onpezesieHie CyTOYHOM 3KCKpEUH
MeIM B MOY€ IIPH AHATHOCTHKE U Jaiee HE Pexe
1 paza B rox

Ja/Het

BrimonueH o0mmit (KITHHU4ECKUi) aHau3
KPOBH pa3BepHYTEHIii: He pexe 1 pa3aB 6
MECHIIEB B IIEPUOJ PEMHCCHY HITH Yalle 1o
MOKa3aHUsIM

Ha/Her

BrmmosnneH aHanu3 KpoBY OHOXMMHYECKHH
obmerepaneBTHYECKHii (onpeseneHue
AKTHBHOCTH &TaHHHAMHHOTpaHCc(epasbl B
KpOBH, aKTHBHOCTH
acrapTaTaMMHOTpaHc(epassl B KPOBH, YPOBHS
obmero Ounmpy6uHa B KpOBH, YPOBEHb
Ounupy6uHa CBI3aHHOTO (KOHBIOTHPOBAHHOTO)
B KPOBH, OIIpe/ieJIeHHE aKTUBHOCTH IIEJIOYHOMH
¢ocdarass B KpoBH, raMMa-
rmoTaMuITpascepassl B KpOBH, YPOBEHb
KpeaTHHHHA B KPOBH, YPOBEHb MOYECBUHEI B
KpoBH, 00miero Oenka, ars0yMIHa B KPOBH) IIPH
IHArHOCTHKE U gajee He pexe 1 pazaB 12
Mecs1eB (BO3MOXKHO Yallle 110 MOKa3aHusIM).

Ila/Het

BrimonHeHa KoarynorpamMma (OpHEHTHPOBOYHOE
HCCIIeJOBAaHUE CHCTEMBI TEMOCTa3a):
omnpeaeeHne NpoTpoMOHHOBOTO
(TpoMOOIIacCTHHOBOTO) BpEMEHH B KPOBH WIIH B
IIa3Me X MEXAYHApOAHOT0 HOpMAJIN30BAaHHOTO
ornomenust (MHO) 1 pa3 B Henemo Ha dTamne
cTapTa TepaluH, Janee Kaxasle 1-3 Mecana 1o
HACTYIUICHHS PEMHCCHH, U Jlaliee He pexe 6-12
MecCHIIeB

Jla/Het

BEIIONHEHO YNbTPa3BYKOBOE HCCIECAOBAHHE
OpraHoB GpIOmMHO# MOMOCTH (KOMIUIEKCHOE) HE
pexe 6-12 mecsanes

Ha/Her
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BrImmoniHeHa 371aCTOMETpHS IIEYEHH He peke 6-
12 mecsanes

Ja/Her

Brmonnena MPT ronosHoro Mo3ra 1npu
IIOCTAHOBKE JUarHo3a U HATMYUHU
HEBPOJIOTHYECKUX CHMITTOMOB H Jajee
nosTopHbie MPT ronosHoro Mosra nmpu
KOHTpoJIE 3 PeKTHBHOCTH Tepanuu

Ja/Her

BrimonHeHna KOHCYIbTallUs Bpaya-
othTaneMoora ¢ 0CMOTpOM IPH OMOIIH
IIeIeBO# JIaMITBI P ITOCTAHOBKE AMAr€o3a u
Kaxaple 12 Mecanen

Ha/Her

10.

BrImonHeHa KOHCYIbTANMA Bpada-reHeTUKa IIPH
IIOCTaHOBKE JHAarHo3a

Ha/Her

11.

BeImonHeHa KOHCYIbTalMs Bpaya-HEBPOJIora
IIPH IIOCTAHOBKE AWArHO3a M JAJbHEHIIHE
peryJsipHble KOHCYJIBTAllUH P HAaOIOCHUH
(ue pexe 1 paza B 12 mecs1eB)

Ha/Her

12.

BrmonHeHo Ha3zHAYEHUE NTEHUIUUIAMHHA* * UK
#uuuka cynpdar HOXKU3HEHHO, €CTIH HE
HUMEIOTCS MPOTHBOMOKA3aHUSA

Ha/Her

13.

BEIIOIHEHO Ha3HAYEHHE JUETH], HAIPaBJICHHOH
Ha YMeHbLIeHHE IIOCTYIUICHUS. MEIY B OPraHHU3M

Ha/Her
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IIpunoxenne Al. CocraB paGoueii rpynnsi o pa3padoTke H nepecMoTpy
KJIMHHYECKHX PEKOMEHIalHH
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neauaTpuu U Aetckoit peeMaronoruun ®IAOY «Ileppeiit MI'MY um. U.M. Ceuenosa» Munsapasa Poccuun
(Ceuenopckuit YHUBEpCUTET)

ITonsixos Ajekcanap BaaaumupoBuu — mnpodeccop, wi-kopp PAH, n.6.H., 3aBemyrommii
naboparopueit JJHK-muarnoctuku OI'BHY "Menuko-reHeTvyeckuii HaydHbIi LIEHTP HM. aKaJeMHKa
H.IL.Bouxogsa "

Pennna Ceeriiana AdanacbeBHa —— K.M.H., Bpay-T€HETHK OT/ENa OPraHu3alyd MEAUIHUHCKOH MOMOIIH
OI'GHY "Meanko-reHeTdeckuii HaydHeIi neHTp M. akanemuka H.IT.bouxosa" '
Casocrpanos Kupuian Bukroposuu — 11.6.H., HaganbHuK LleHTpa hyHIaMeHTAIBHBIX HCCICNOBAHHH B
nequatpun  OI'AY  "HauuoHansHBIE MEIUIMHCKHI MCCIENOBATENbCKUI LEHTP 370pOBbS AETEH"
Munsnapasa Poccun, wien Accouuanyy MEAUIMHCKUX TEHETHKOB.

CentoBa I'yapHapa HapumanoBHa — KM.H., IVIaBHBIH Bpady MeaHKO-TEHETHYECKOTO LEHTPA
(Tenernueckoii xmuankn) HUU Meaunmnckoii reseruxy, Tomckoro HUML] PAH

Ceauséperos IOpnii AsekcanapoBud — K.M.H., crapmmii HayuHblii cotpyaunk OI'BHY «Haywnbrit
LIEHTp HEBPOJIOTHHU Y, WieH ofpasoBarensHoro komutera EBponeiickoii cexuuu International Parkinson and
Movement Disorder Society, uneH HayuHO#t maHenH Mo ABHraTelbHBIM paccTpoiicTBam EBpomneiickoit
axkanemuu Hepponoruu (EAN)

Ceaumsanona Jinnus PobeproBna — k.M.H., Bexymuit Hayunsiii corpyaauk HUH nexuarpun u oxpanst
snoposes geteit LIKB PAH Munucrepcrsa Hayku u Bbiciiero obpasoBanus Poccuiickoit ®enepanuu,
JoueHT Kadeapsl neauaTpu 1 aerckoit pesmaronorny ®I'AOY «Ilepsriit MI'MY um. .M. Ceuenona»
Munsnpasa Poccun (CeueHoBCKU YHUBEPCUTET)

Cksopuona Tamapa AunpeeBHa — K.M.H., [NIaBHBIH BHEIUTATHBLA AETCKUH CIIEIMAIMCT FaCTPOIHTEPOIIOT
Jenapramenta 3apaBooxpaHeHus r. MockBa, pykoBoautenb LleHTpa IeTCKOH racTPOIHTEPOJIOIMH H
Ientpa B3K, 3aBenyromas ormenenueM racrposureponorud I'bY3 «Mopo3osckas JeTcKas ropoickas
KInHu4YecKas 6onpHuna J3M» ‘

Cmupnosa Oubra SIkoBieBHA — Bpau-reHETHK, CTApIINii HAy4YHbIH COTPYAHHMK OT/E/NA CTAHAAPTH3ALNH
H M3y4eHHs OCHOB J0KaszaTensHoi meanuuasl HUW nepuatpuu u oxpans! 310poBbsa aereit LIKb PAH
Crpoxosa Tarssina BukropoBna — n.M.1., npodeccop PAH, 3aBenyromas oTaencHueM NeAHaTPHIECKOR
racTPOIHTEPOJIOrHH, renaronoruy u auerepanuu Kimnanku ®I'BYH "OUL] nutanus u 6uorexnonoruy”
Cypxos Anapeii HukonaesHda — J1.M.H., 3aBe/IyIOLIHIA OTAEIeHHEM racTposnTeposnioruu ®I'AY « HMHL]

3710poBb4 AeTeii» Munsapasa Pocenn, wien Coro3a neauarpos Poccuu
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CyxanoBa Haresuia BaxranroBHa — pyKoBOAUTENIs aHHPHAMIHOTO LEHTpa, HayuHbi coTpyauuk HUU
neguatpud U oxpansl 3mopoBbs gereit [IKB PAH, Bpau odtaneMmonor, wieH accolalMd AETCKHX
odransmonoroB Poccuiickoit @enepanuu, wien Coro3a neauatpor Poccun

TenaeB Pycrom ®@apugoBu4 — AM.H. 3aBeAyIOmMi peaHuMmanuell U MHTCHCHBHOH Tepanuu OI'AY
"HanuoHambHBI MEIUIMHCKHN HCCICHOBATENbCKUIT ICHTp 3X0poBeA JAereit” Munsapasa Poccun,
npodeccop xabemps memuatpum M aerckoit pesmaronorun ®TAOY «Ilepeeiii MIMY um. UM.
CeuenoBa» Munzapasa Poccun (CeyeHoBCKHI YHUBEPCHTET)

®denoceenko Mapuna BnaauciiaBoBHa — K.M.H., 3aBeAyIONIast OTAENOM pa3pabOTKU HayYHBIX TOIX0L0B
K MMMYHH3alHH NaIUECHTOB C OTKIOHCHUSMM B COCTOSHHH 3J0POBbS M XPOHHUYECKUMM OOIE3HSIMH,
BeNyIINH Hay4HBI COTpYAHHK, Bpau-nexuarp HWUW memmarpum u oxpansl 3p0poBbs nereit [IKB PAH
MunucTepcTBa HayKH U BeIcIero obpasoBanus Poccuiickoit denepanun, noueHT kadeaphl GaKynbTeTCKOR
neauaTpuu

XaBkuH AHatoauii UnpHd — JOKTOp MEIUIIMHCKUX HAyK, IJIAaBHBIM HAay4HBII COTpYAHHK OTAEja
ractpo3nreposoru OCII Hayuno-uccnenoBaTenbcKOro KIMHHYECKOTO HHCTMTYTa IEOUaTpHHM HM.
akaneMuka IO.E.Benmptumesa OI'AOY BO Poccuiickuii HanMOHANBHBIH — HMCCIENOBATENILCKUIN
MexunuHckuit yauBepcuter uM. H.W.ITuporosa Munsnpasa Poccun, Ilpencenarens obmiecTBa AETCKHX

raCTpO3HTEPOJIOTOB, I'CIIATOJIOTOB H HYTPHITHOJIOIOB

Aemopst  noomeepiicoalom omcymcmeue QUHAHCO80T NOOOEPHCKUW/KOHPAUKMA unmepecos,

Komopulil Heobx00umo obHapodosame.
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IIpuno:xkenne A2. Meroaosorusi pa3padoTki KIHHHYECKHX PeKOMEHJalHii

Knunuueckue pexomenoayuu co30aHbl HA OCHOBAHUU COBPDEMEHHLIX MEJCOYHAPOOHbIX

KAUHUYECKUX PEKOMEeHOayUil no OuazHOCmuUKe, le4eHulo U 6e0eHuI0 nayuenmos ¢ 6onesnvio Bunbcona.

bonesnv Bunvcona omunocumcs k peOKuM HAC1e0CMBeHHbIM 3060118661Huﬂ.M, umo uckKarodaem

B03MOJICHOCIMb  NpoBedenUss BoNbUUX KO20PMHBIX U  PAHOOMU3UDOGAHHBIX KOHMPOAUDYeMbIX

uccneooganuli U OAA CO30AaHUA NPOMOKON08 OUAZHOCMUKU U Mepanuyu UCHONb3YIOMCSA JUUlb

memamuyecKue uccre008aHUA IKCnepmos, OnyOIUKO8anHble 8 NOCIeOHUe 08a OeCAMUNEMUSA.

IleneBas ayauTOpHA JAHHBIX KSIHHHYECKHX PeKOMEHIALIHIA:

O ® N A WL~

Bpauu-ractpo3nTeposioru

Bpauu-niequatpst

Bpauu-neBposorn

Bpauu o61meit BpaueOHOI pakTUKy (ceMeiHbIe BpauyH)
Bpauu- TepaneBThl

Bpaun-reneruku

Bpauu ynsTpa3ByKOBOH AHAarHOCTHKH
Bpauu-nabopants!

Bpa‘II/I-IIaTOIIOIDaHaTOMBI

10. Crynents MequuuHckux BY3oB

11. OGyyaromuecs: B OpAHHATYPE U HHTEPHATYpe

MeTOIIBI, HCMOABb3YCMBIC VIl CGOPNCCHCKHHH AOKA3ATCIBCTB: IOHCK B JJICKTPOHHBIX 0azax

JAAaHHBIX.

Tabauua 1.0llkama omeHku ypoBHeii JocToBepHOCTH JokaszarensCtB (Y[t MeronoB

AUATrHOCTHKHN (zmarHocmqecxnx BMCIIIaTeJIBCTB)

Yan

PacmudpoBka

1

CucreMmatuuecke 0030pHI HCCICAOBaHUN € KOHTpOJIEM pe(epeHCHBIM METOJOM HIHU
CHCTEMATHYECKH 0030p paHIOMHM3HPOBAHHBIX KIMHUYECKHMX  HCCIEIOBaHHR ¢
NpUMEHEHHEM METa-aHaIn3a

OTnenbHBIE HCCICHOBAHHA C KOHTPOJIEM pe(bepeHCHBIM METOAOM HIIH OTACIBHBIC
PaHOOMHM3HPOBAHHBIC KIHHHYCCKHC HCCIECNOBAHHUA H  CHCTEMATHYECKHE O630pBI
HCCIICIOBaHM moboro Iu3aifHa, 3a HCKIIOYECHUEM PaHOIOMU3HPOBAHHBIX KIIHHHYCCKHUX
KCCHC)IOBaHHﬁ, C MpUMCHCHHUEM MCTa-aHalln3a

Hccnemoranus 6e3 mOCIeA0BaTENEHOTO KOHTpPOJIA pe(bepeHCHBIM METOOAOM HJIH
HCCJICAOBAHUA C pe(bepencnbm METOI0M, HC SABJLIIONIUMCA HE3aBUCHMBIM OT HCCIIEAYEMOIO
MCTOJIa HJIM HEPaHOAOMHU3MPOBAHHEIC CPABHHUTCIIGHBIC HMCCIICAOBAHHA, B TOM YHCIIC

KOTOPTHEBIC HCCACAOBAHHUA
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HecpaBHnTem,Hme HUCCICA0OBaHHA, OITHCAHNEC KIIHHHYCCKOTO Ciryvdas

Hmeercs mumb 000cHOBaHHE MEXaHH3Ma AeHCTBUA WM MHEHHE KCIIEPTOB

Taonuna 2.Illkana omeHku ypoBHeH nocToBepHOCTH AokazarensctB (Y[Dmis Mmeronos

npodHIAKTUKY, JieyeHHus M peabwiutauuu (mpoHIaKTHUeCKHX, JieueOHBIX, peabHIHTalMOHHBIX

BMEIIATENbCTB)

Pacmudpoka

YA
1

Cucremarudeckuii 0630p PKU ¢ npuMeHeHHEM MeTa-aHATTH3a

Otgensuple PKUM m cucreMaruueckue o0030phl HMccnemoBaHuii moboro jausaitHa, 3a
uckmouenneM PKH, c mpuMeHeHueM MeTa-aHanu3a

3 | HepanmoMHu3upoBaHHBIE CPABHHTENIBHEIEC HCCIICIOBAHNS, B T.4. KOTOPTHBIC HCCIICIOBaHUS

4 | HecpaBHUTENBHEIE HCCIENOBAHUA, ONMHUCAHME KIMHUYECKOTO CIydas MJIH CEPHUH CIIy4aes,
HCCIICIOBAHHS «CIY4aii-KOHTPOIb»

5

Hmeerca mumpe oOoCHOBaHHE MeXaHM3Ma JIeHCTBHS BMEIIATEILCTBA (IIOKJII/IHI/I‘ICCKHC
I/ICCJIeJIOBaHK}I) NJIH MHCHHC DKCIICPTOB .

Tabonuna 3. Illkana ouenku ypoBHel ybenurenbHocTH pexoMenpauuit (YYP) i mMeronos

NpOGUIAKTHKY, JUATHOCTHKH, JEYeHUS M peabunurauuu (MpodHIaKTHYECKHX, JHArHOCTUYECKHX,

Je4eOHBIX, peabMITHTAIIMOHHBIX BMEIIATENBCTB)

YYP Pacmudposka

A

CunsHas peKkoMeHIanus (BCe paccMaTpuBaeMble KpHTepHH 3¢ GeKTHBHOCTH (HCXOIbI)
SIBJISTIOTCS. BAKHBIMH, BCE HCCJIEIOBAHUS MMEIOT BBICOKOE MJIM YAOBJIETBOPHTENBHOE
METOHOJIOTHYECKOE KayeCTBO, MX BBIBOJB! IO HMHTEPECYIOIIUM HCXOJAAM SBIAIOTCS
COIJIaCOBaHHBIMHU)

YcnoBHas pekoMmeHmanus (He BCe paccMaTpuBaeMble KpHTepud 3¢ (deKTHBHOCTH
(ucxonpl) SABISAIOTCS BAXKHBIMM, HE BCE MCCIEIOBAHUSA HMEIOT BBICOKOE WM
YIOBJIETBOPHTENFHOE METOHOJOTHYECKOE KAYeCTBO HW/HJIM WX BBIBOABL IO
HHTEPECYIOMINM HCX0aM He SIBJISIOTCS COTJIACOBAHHBIMH)

Cnabas pexomeHmanus (OTCYTCTBHE MOKA3aTENbCTB HAJUIeXKallero KauectBa (Bce
paccMaTpuBaeMble KpUTepHH 3¢ (GeKTHBHOCTH (MCXOJBI) SBJISIOTCS HEBAKHBIMH, BCE
HCCIEIOBAHUS MMEIOT HHM3KOE METOJOJIOTHYECKOE KAaueCTBO M HX BBIBOABI IO
HHTEPECYIOIIUM HCXO0JaM He SBIISIOTCS COrJIACOBAHHBIMH)

ITopsinox 00HOBICHHS KJIHHHYECKHX PeKOMeHIaLHii.

Mexanu3M 0OHOBNEHHUS KITMHHYECKHX PEKOMEHJAIHI IIPEyCMaTPHBAET HX CHCTEMATHYECKYIO

AKTyaJIu3aluio — HC pCKE UCM OIUH pa3 B TPHU IroJa, &8 TaKXKC IIPH INOABJICHUH HOBBIX JaHHBIX C IIO3UIIHA

JOKa3aTeJIbHOH MEeIUIIMHBI 110 BONIpocaM OUArHOCTHKH, JICUCHHA, HpO(I)I/IJ'IaKTI/IKI/I H pea6mmramm

KOHKPETHBIX 3a00JIeBaHuii, HamMuuu 000CHOBAHHBIX NONOJNHEHU T/ 3aMedaHuit K paHee yTBepKIAEHHBIM

KP, Ho He yame 1 pa3a B 6 mecs1ieB.
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puiokenne A3. CnpaBodHble MATEPHAJIBI, BKIIOYAs COOTBETCTBHE MOKA3aHMIT K
NpHMEHEeHHIO H NPOTHBONOKA3aHHii, cCoco00B NPUMEHEeHHUsI H 03 JIEKaPCTBEHHbIX

NnpenapaToB, HHCTPYKIHH 110 NIPHMCHEHHIO JICKAPCTBCHHOI'O npenaparta

ITpunoxenne A3.1 CBsizaHHbIEe JOKYMEHTHI
HOPHJIKH OKa3aHHSA MEeIHIIHHCKOH MOMOIIH:

ITprxa3 MuHHCTEPCTBA 30PAaBOOXPAHEHUS H COLUATLHOTO pa3BUTHA PO ot 16 anpens 2012 r. N 3661

"O6 yrepxxaenuu [Topsinka okasanus nexuarpuyeckoii nomomu"”
P Tp

[Tpuka3 Munucrepcersa 3apaBooxpaneHus PO "O6 yreepxnaennu ITopsaxa okazaHus MEIULIMHCKOM
TIoMoIIM OOJBHBIM € BPOXKICHHBIMH M (MJTH) HacJaeICTBEHHBIMH 3a6oneBaHHAMHU" oT 15 HosOps 2012
r.N917a

Hpoque AOKYMCHTbBI, HA OCHOBAHHH KOTOPBIX paspaﬁoTaan KJHHHYCCKHC PCKOMECHAAIIHN

1. [Ipuka3z MunucrepcTBa 3apaBooxpanenus Poccuiickoit ®enépanun ot 14 susaps 2019
r. N 41 «O6 yTBEpXIeHHM IOPAIKA HA3HAYEHHA JEKapCTBEHHBIX MPENapaToB, GopM pelenTypHBIX
O/1aHKOB Ha JIEKapCTBEHHBIE Npenaparsl, nopsaaka opopMieHHUs yKa3aHHBIX OJAHKOB, HX y4eTa U
XpaHEHUA»

2, Pacnopsxenue I[Ipasurensctea PO ot 31 nexabps 2018 r. Ne 3053-p «O6 yTBepxaeHUN
IepeyHeit MEIUIMHCKUX H3JeNuii, HMIUIAHTHPYEMBIX B OpPraHM3M 4eJNOBeKa IIpH OKa3aHUHU
MEIUIUHCKON ITOMOILIM B paMKax IPOrpamMMBI TOCYHApCTBEHHBIX rapaHTUH OecIUIaTHOro OKa3zaHMs
rpakIaHaM MEIUIMHCKOH MOMOIIM H ofnycxaeMLIx [0 pelenTaM Ha MEOUIMHCKHE H3[eIMA NpH
IpefoCTaBIeHU! Habopa COHANBHBIX YCIYT»

3. MexnayHaponHas knaccupukanus Oone3Hed, TpaBM U COCTOSHMM, BIMAIONIMX Ha
anoposse (MKB — 10); |

4. ITpuxasz M3 P® ot 20 nexabpsa 2012r. Ne 11831 «O6 yTBepkAEHHM HOMEHKIIATYpBI
JOJDKHOCTEH MEIUIIMHCKUX pabOTHHKOB U (apMalleBTHIECKUX PaOOTHHKOBY.

5. Iprkaz M3 P® ot 23 urons 2010 r. Ne 5411. Exunenii xBanmuduKanoHHEIH CIIPaBOYHUK
JOJDKHOCTEH  pyKOBOAMTeNel, CIENMAINCTOB M CHyXamux, pasjgen KaamidukannoHHBIE
XapaKTEepUCTHKHU JOJDKHOCTEH paboTHHKOB B cepe 31paBoOXpaHEHHS.

6. ®enepanebHbli 3aKoH oT 25.12.2018 Ne 489 489-d3 «O BHeceHHHM U3MEHEHHUI B CTATHIO

40 denepanpHoro 3akona "06 00s3aTeIEHOM MEUIMHCKOM CTpaxoBaHHH B Poccuiickoit Penepanun”
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u QDepepansHbiii 3ak0H "O0 OCHOBaX OXpaHBI 3J0pOBBS rpaxaaH B Poccuiickoit @eneparmu” no
BOIIPOCAM KJIMHHUYECKUX PEKOMEHAAIHI».

7. IMpuxa3 Munzapasa Poccun Ne 103n ot 28.02.2019 r. «O6 yrBepxneHHH mOpsaKa U
CPOKOB pa3paGOTKU KIMHHYECKUX PEeKOMEHJAIUi, UX IepecMOTpa, THNOBOiH (GOPMBEI KIMHHYECKHX
pexoMeHpanuii U TpeOOoBaHUH K HX CTPYKTYpe, COCTaBy H Hay4HOII 000CHOBaHHOCTH, BKJIIOYaeMOH B
KJIHHUYECKHEe peKOMEHAANH HHOpMALTHHY.

8. ITpuxa3 Munszapasa Poccun or 13.10.2017 N 8041 "O6 yTBepKA€HHH HOMEHKIATYPEI
MEIUIIUHCKUX yCIIyT",

9.  IIpukas MuHHCTEpCTBa Tpya K conHanbsHoii 3ammuTtel PO ot 27 aBrycta 2019 r. n 5851
"O xinaccHQUKAMAX W KPUTEPHSX, MCHONB3YEMBIX IIPH OCYIIECTBJIECHHHM MEAMKO-COLHAIBHON
9KCIEPTH3Hl TIpaXHaH (¢elepalbHEIMA TOCYJAPCTBEHHBIMU YUYPEXKAECHHAMH MEAMKO-COIMAIBHOM
SKCNEpTH3HL".

10. Ilpuxa3 MuHHCTEpCTBa 3IpPaBOOXPAaHEHHS M CONHAIBLHOrO pa3BUTHA Poccuiickoit
Qenepauun «O mopsaKke NPUMEHEHUS JIEKAPCTBEHHBIX CPEACTB y OOJNBHBIX HO >KH3HEHHBIM
nmoxazanusM» ot 9 asrycra 2005 r. Ne 494

11.  Hudopmammonnoe mnuceMo Munsapasa Poccuu 1o BO3MOXHOCTH — 3aKYNKH
JIEKapCTBEHHOTO npenapara 1o TOPrOBOMY HaUMEHOBAHHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-

po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);
Hndopmanus o JJekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHoBHbBIE HOPMATHBHO-NIPABOBBIE AKTbI, PEryJHPYIOIIHE 0Ka3aHHe
NAJUIMATHBHOI MeAHIHHCKOH noMomu

1. ®enepanpurii 3akoH "O BHeceHHH u3MeHeHHH B QenepanbHbli 3axoH "O6 OCHOBaX OXpaHEHI
3n0poBbs rpaxaaH B Poccuiickoit ®enepanuu” Mo BOMpOCaM OKa3aHUS MaJUIMATHBHOMN
MeauuuHekoi momonm" ot 06.03.2019 Ne 18-03.

2. Ilpuxaz MunszgpaBa Poccuu Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372n «O6
YTBEP)KACHHH IIOJIOKEHUS 00 OpraHH3aliK OKa3aHUd NAUTMATHBHOH MEIMIMHCKOH IMOMOIIY,
BKJTIOYas NOPSIOK méumoneiflcmm MEIUILMHCKUX OpraHu3aluii, OpraHu3aluii COLUAILHOIO
oOcnyxuBaHus M OOHIECTBEHHBIX OOBEAMHEHMH, HHBIX HEKOMMEDYECKHUX OpraHH3allMi,
OCYIIECTBIIAIONINX CBOIO AEATENHHOCTE B chepe OXpaHbl 30POBBAN.

3. Ilpuxas MunsnpaBa Poccun Ne 348n or 31 mas 2019 roma «OO6 yTBEpXIECHMH IEpeuHA
METUIMHCKHX H3AENHi, NpeaHasHaYeHHbIX A1 NMOAACPXKaHUI OpPraHOB M CHUCTEM OpraHmsMa

YCJIOBCKA, ITPCAOCTAB/IACMBIX JUTIA UCIIOJIE30BaHUA HA IOMY .
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4. Tlpuxa3z Munsapasa Poccuu Ne 5051 ot 10 umionsa 2019 roma «O6 yrBepxknenun Ilopsanxa
nepénaqn OT MEIUIMHCKON OpraHu3aliy IalHeHTy (€ro 3aKOHHOMY IpEACTABUTENIO)
MEIUUMHCKIX H3JCHi, NpeHa3HaYeHHBIX UL MoJulepXaHusi GYHKIUH OpraHoB M CHCTEM
OpraHu3Ma 4ejIoBeKa, I HCIIOB30BAHM Ha JOMY IIPH OKa3aHUH NAJUTHATHBHON MeIUIIMHCKON
HOMOIIIH.

5. Tlpukaz M3 P® Ne 831 ot 3 oxta6ps 2019 roma «O6 yTBEpKIeHHHM BEIOMCTBEHHOI 11€/1€BOH
nporpaMmel «PazBuTHE CHCTEMBI OKa3aHHs MALTHATHBHON MEAUIIMHCKOH TOMOIIN». |

Ilpumepwt Quazno3zo8:

o bonesnv Bunvcona, nevenounas gpopma. Lluppo3 nevenu.
Bonesnv Bunbcona, cmemannas popma, puzudHo-apummozunepkutemudeckas gpopma. Luppos

nevyenu.

Ipunoxenue A3.2 Knunnueckue npusHaku bB

Knuanyeckne npusHaku : IIposBrnenus
6one3nu Bunscona

I'emaromeranus

[ToBbIIeHHE aKTUBHOCTH NEYEHOYHBIX TpaHCAMUHA3
Crearorenatur

OynpMUHAHTHBIA IenaTuT

OcTpas neyeHOYHas HEJOCTATOYHOCTH C T€MOIH30M
[MopransHas runepreH3us: BapuKO3HBIE BEHBI MUILIEBOAA,
CIUIEHOMET AU, TPOMOOIIUTONIEHUS

1{uppos neuenu

JBuratemsHple  HapymeHus — (TpeMmop,  JUCTOHHS,
MApKUHCOHU3M, XOpes, aTaKCHs)

CmoHoTeueHHE

Huzaptpus

Hucdarus

JIUCTOHUYIECKHE IPHCTYTIBI

IlceBno6yns0apHbIi CHHAPOM

Henpeccus

TpeBoxxHEIE paccTpoiicTBa

PacTopMoxeHHOE IOBEACHUE

KoruutuBHbIE HapyIIEHUSA

V3MeHeHus THYHOCTH

Ilcuxo3

Hopaxcemle IICYCHHU

ITopaxenue ITHC

Ilcuxuarpuueckue
CHMIITOMBI
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Ilopaxenue apyrux cucrem

e Odranemonorus: xomsua Kaiizepa-®neiimepa, «MexHas»

KaTapakrTa
¢ T'emomurHyeckad aHeMus

JlepMaToJIorHuecKue NMpOosBIeHHs: rojy0oe OKpaliuBaHue

HOTTCBBIX JIVHOK, THIICPIINTMCHTALIHA KOXKHA HOT

o IlaTonorus moyex: aMHHOAUMIYPHS, HepOIUTHA3
e TIlaTonorus ckenera: paHHUI OCTEONOPO3, APTPONIATHS
o TlopaxeHue cepaua: KapAUOMUONATHS, HAPYILIEHUS PUTMA
o Ilankpeatur, xe;TqHOKaMEHHas 00JIE3Hb
¢ T'mnomaparupeo3, FTHraHTH3M
e Hapymenne  MeHcTpyamsHOro  mukia, Oecrmiopue,
NOBTOPHBIE BEIKUABIIIH
Ilpunoxenne A3.3 Inarnocruyeckne kpurepun bB (npuunnbl
JIO’KHOOTPHIATENLHBIX H JIOJKHOMOJIOKATEIBHBIX Pe3ybTATOB)
Tecr H3zmene | IIpn4HHBI JOKHONMOIOKHTEILHBIX IIpuunnbI
HUA NIPH pe3yJIbTaToB JIO’KHOOTPHLATEJILH
0oJ1e3HU BIX
Buasco pe3yJabTaTOB
Ha
Lepynomnasmua | Menee Bone3ns MeHkeca, neuyeHOYHas
CBIBOPOTKH 20 Mr/mn | HemOCTaTOYHOCTD, MababCOpOIIHS, ,
JUTHTEIBHOE MapeHTepaIbHOe TuTanue, | OcTpoe BOoCIaieHUE,
reTepO3UroTHOE HOCUTENIBCTBO THIIEPICTPOreHEMHUS,
NIaTOreHHBIX BapuaHToB B ATP7B, OepeMEeHHOCTb,
anepynoruIa3MHHEMHS, OIyXOJIH
He(POTHUECKHIA CHHIPOM, AETCKUI
BO3pacT MeHee 2 JIET
Kounsua Kaiizepa- | [Ipucyre XpOHHYECKUE XOIECTaTHYCCKHE Pannue cranuu
Dreitmepa TBYIOT 3ab0eBaHUs IEYEHH, HEOHATAIBHBIN 6one3nu Bunscona,
XoJyecras neyéHouHbIe (GOpMBI
6ose3an Buiscona
Oxckpenust meau | Bonee 50 -
¢ Mouoil MKT/CyT beccumntTomHoe
. . TeueHue Oone3Hu
XpOHUYECKHUIT aKTUBHBIN reNaTuT,
XPOHHYECKHE XOJIECTATHIECKHE Bruscona, paiiie
Bonee 3aboneBaHus IIEYEHH, 3arpA3HEHNE crauH Gonesin
OKcKpenus Meau Bunscona,
. 1600 MEbIO MPOOBI MOYHM MITH Taphbl H3BHE
¢ Mouoii Ha ¢oHe XeJlaTHpyoIast
NEeHUIWUIaMHHA MKT/CyT Tepanus
(500 mr x 2 paza)
Bonee BHyTpHuneuy€HouHsIi X0NecTas, Xenatupyromas
KomuuecTBennoe 250 Yactuunas 6unuapHas arpesus, I1B11, Tepanus,
COJICp)KaHUE MEOH | MKI/T [cxX HEO0CTaTOUHBIH
B TKaHU II€YEHU Wnpuiickuit nercxuii nuppo3 o0pasert ney€HOYHOM
W nnonaTuyeckuii TOKCHKO3 MEIBI0 TKaHH

57




IMpunoxenne A3.4 PaciundpoBka npuMedaHuii

«."" — Ipemapar BXOIWT B NEPEYEHBH >XM3HEHHO HEOOXOAUMBIX M BaXKHEMIIMX JIEKapCTBEHHBIX
npenaparoB (Pacnopsokenue IIpasutensctea PO ot 12.10.2019 Ne 2406-p «O6 yTBEp>XICHUH NEPEYHS
KU3HEHHO HEOOXOMUMBIX H BaKHEHIINX JIeKapCTBEHHBIX IIpenapatoB Ha 2020 rox, a Takke nepedHen
JIEKApCTBEHHBIX MpENnapaToB U1 MEIUIMHCKOrO IPUMEHEHMS M MMHUMAIBHOTO acCOpTHMEHTA
JIEKapCTBEHHBIX IPEnapaTroB, HEOOXOAMMBIX I OKa3aHUsS MEAUIMHCKOH moMommy, PacnopsbkeHue
ITpaButensctBa P@ ot 23 Hos6pst 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3aperucTpUpoBaHHBIX B MHCTPYKUIHH JIEKAPCTBEHHOTO CpPEACTBA
ITOKa3aHWil OCYIIECTBISETCS II0 PpEIIeHHIO BpadeOHOH KoMuccuu, ¢ paspemeHus JIoxaabHOro
OTHYECKOr0 KOMHTETAa MEIUIMHCKOH opraHu3auuu (Mpy HaIHYMH), C YCJIOBHEM IHOINHCAHHOIO
HHGOPMHPOBAHHOTO COIJIACHS POAUTENEH (3aKOHHOTO IIPEACTABUTENA) U NMAIIEHTA B BO3pacTe CTaplle

15 ner;
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Hpuaoxenne b. AnropurMsl aeiicTBuii Bpaua

ITanmenT ¢ nompo3peHueM Ha 6one3Hs Buiscona

A 4

JuarHocTrka

KoHcynbranus
poHIBHOrO
CreLHantcTa

Huarxos
NOATBEPKIAEH?

EcTh mokazanus
K Tepanuu?

Hasnauenue Tepanuu

v

MOHHTOPHIHT COCTOSHUA TALEHTOB,
TNOTy4alOIHX TEPATIHIO

JucnaHcepHoe
Habmonaeunue,
ILTAHOBAst TEpPanusa
Ha IoMy

Crabunsnoe
coCTOsHHE?
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Ipuaoxkenne B. HHdopmauus niis nanuenTa

Y10 Takoe 0oae3nn Buancona?

Bonesns Bunbscona (renaro-IeHTHKYIApHAas AereHepanus, 6one3Hs Bunbscona-KoHoBanopa) OTHOCHTCS
K TSOKENBIM HACNENCTBCHHBIM OOJIE3HSAM LEHTpPAJIbHONH HEPBHOI CHCTEMBI M BHYTPEHHHMX OpPIraHOB,
CBS3aHHBIX C HapyIIeHHeM oOMeHa MEIH.

ITpuuunoit 6one3un Bunscona ABistorcss MyTauuy B reHe ATP7B, KOTOPBIi OTBEYaeT 3a CHHTE3 MEJIb-
Tpancnoprupyomero 6enka (ATP7B). [Ipu HapymeHnn ero paboTsl 0OMEH MEAU M MEILCOJEPIKAINX
0enKoB Hapymaercs, MosBisercs HU30BITOK “cBOOOmHON™ Mexu, KoTopas B GONBIIMX KOJMHYECTBAX
OTKJIQJIBIBACTCS B IEUYEHH, TOJIOBHOM MO3re, POTOBHUIIE, a TAKXKE BBIAENAETCS C MOYOH. JlnarHocTHKa
Gone3nu Oasupyercsd Ha OOHApy>KEHHMHM XapaKTepHBIX HapymieHuit MenHoro oOmeHa. IlopaxkeHue
neyeHn U3OBITKOM “cBOOOHOI” Meu NpoaBisieTcs LUppo3oM neyeHH. Ilopaxkenue ronosHoro Mosra
IIPUBOUT K Pa3BUTHIO TSKEIOH HEBPOJIOTHUECKOH CHMITOMATHKH: APOKAHUIO KOHEYHOCTEH H BCEro
TYJIOBHIIA, IIOBBIIIEHHIO MBINIEYHOTO TOHYCa, HHOIZIA COIpPOBOXIAIOMIEMYCS OOJNE€3HEHHBIMU
crasMaMH, HapylIeHHEM PedH, IJIOTaHHsA, CHIXEHUIO HHTeluleKkTa. OTIoXeHHe Meu B POroBHIe (10
Kparo paxy:xHo# o0onouku) o6ycroBnnBaeT ¢popMupoBanue Koabua Kaiisepa—Mdreiiniepa HMEOMIEro—
Oypo-3eeHOBaTHII L[BET. '

Bonesns BunbcoHa- peixuii mpUMep HACIEACTBEHHOrO HapyIIEHHS, IUII KOTOPOro pa3paboTaHbl
BHICOKO3()(DEKTHBHEIE METOABI JIEYEHHUS: JaXXe IpH IOSBICHHUM TAXKENOH HEBPOJIOTHYECKOH
CHMIITOMATHKH CHCTEMAaTHYeCKOe JedeHHE BhICOKOd((EKTHBHO, BIIOTH OO HCYE3HOBEHMS BCEX
CHMIITOMOB HJIM P€3KOTO MX YMeHbIneHHs. [TanneHTH BHOBD MOTYT ITOJIHOCTBIO OOCIYXHBaTh ceb,
BECTH JIOMAIIHIOK paboTy, yuuThes, paboTars 1o mpodeccuu, co3aTh CEMBIO U POIHUTEL 37I0POBOTO
pebeHka.

Kax nposiBisiercs 6o1e3us Buibcona?

IlepBbie cUMNTOMBI OOBIMHO MOSBIMIOTCA B BospacTe 540 net, peaxo (=3 %) B Gonee mnosneMm
Bo3pacte. OCHOBHBIMHM OpraHaMH-MHILIEHAMH Ipu Gojie3HH BunbcoHa SBIAIOTCS HEpBHAA CHCTEMA M
neyenb. KimiHnyeckas xapTuHa Oone3HH OuYeHb pa3sHOOOpa3Ha M KIMHHYECKME IPOSBICHHS MOIYT
OTJIMYAThCS Y Pa3HBIX NalueHToB. [IpH OTCYTCTBHM JieueHHs OO0JIE3Hb NPOrpecCHpyeT, MOKET
BO3HHKHYTB I€YeHOYHAsT HEAOCTATOYHOCTh, He0OpaTHMBlE H3MEHEHHUS CO CTOPOHBI HEPBHOH CHCTEMEL.
PaHHSq IUarHOCTHKA U JIeUeHHE 00JIET4aeT CUMIITOMBl 1 ITPEAOTBPANIAET OCIOKHEHHA.

1. IleuéHounble H3MeHeHMs: OTMevaloTCA npuMepHoy 50 % nauMeHTOB; vame y HeTed H

MIOAPOCTKOB— YBEJIMUEHHE TIEUEHHU, KUPOBOI renaro3, OCTPhIH HITM XpOHHYECKUH rernaTut (CXOIHEIH ¢
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OCTPLIM BHPYCHBIM MJIH QyTOMMMYHHBIM TIEIIaTUTOM), LMPPO3 IEYCHH C IPU3HAKAMU MOPTAIHHOH
THIEPTEH3UH, OCTpas NeYEHOYHAS HEOCTATOUHOCTb.

2. HeBponornueckne paccrpoiictBaty 40-50 % GOJBHBIXMOTYT pa3sBHUBaThCS JpPOXKaHUE,
NapKUHCOHM3M (3aMEUICHHOCTh JBIDKCHHH W MBIIIEYHAS PHTHAHOCTB), aTakcus (HapyleHHe
KOOpAWHAIIMY, IATKOCTh NpH X0As0e), AucToHuS (0T (pokansHOi N0 reHepanu30BaHHOI), AU3apTPHA

(cMazanHas peys), HapyIICHHE TIOTaHHU.

3. Icnxnueckue n3MeHeHus:: orMmevarotres y 10 % GonpHBIX; paccTpoiicTBa JMMYHOCTH (Iepenanbl
HACTpOeHHud, npoOieMBl BIIKOJE HMIM Ha paboTe, HMMIYJIBECHBHOE IOBeAcHHUE), ad¢eKTUBHEIE
paccTpoiicTBa, ICHXO3HL.

4, I3MeHeHHs1 B IPYrHX OpraHax M CHCTeMaXx: IJla3Hbele u3MeHeHHs (koibno Kaifsepa-®rneiimepa
[oTnoxeHus Memu - BHAHO IIpHU HCCIENOBAaHUM TNPH IOMOIIM IIENEeBOi JIaMIbl, KaK 30JO0THCTO-
KOpUYHEBast MUrMEHTaus JuM0a poroBHIlbl], KaTapakTa), FeMOJIMTHYECKast aHeMus (mpuMepHo y 15 %
MIAIIUEHTOB), NMOPAKCHHE IIOYECK, KAapAHOMHUOIATHS, apUTMHUSA, OCTCOMAIILUS, OCTEONOPO3, APTPHT,
NaHKpeatuT (BOCHAICHHE ITOJDKENTYJOYHOM >Kene3bl), 3alepikka IIOJIOBOrO pa3BUTHA, Oecruroaue,
ameHopest, TUIIOTHPEO3 HIIM THIIONapaTHPEO3.

3amomo3puTh PaHHIOK CTAAMIO 0OJIE3HH MOKHO Ha OCHOBAaHHH CIEAYIOIUX MPU3HAKOB: NOpaKEHHE
nevueHu (PKeNTyXa, MOBTOPHBIX KPOBOTEUCHHI U3 HOCA, KPOBOTOYHBOCTH JACCEH JINOO MHOXKECTBEHHBIX
KPOBONOATEKOB, COCYIUCTHIX “3BE30YEK” Ha KOXKE IPYJIH U CIIMHBI), OPAXXECHHUE HEPBHOH CHCTEMBI
(mBUraTenbHBIE PAcCTPOMCTBA, CHI)KEHHE HMHTE/UIEKTa M M3MEHEHHS IICHXUKH B BHIE IEpEnanoB
HACTPOEHHUS, TPYAHOCTH YCBOSHUSA HOBOIO MaTepHaa, IpobIeMbl ¢ yCIEBaeMOCTBIO B IIKOTIE).

Kak nacieayercst 60s1e3ub Buiibcona?

Bone3ns Bunscona HacneAyloTcs 0 ayTOCOMHO-PELIECCHBHOMY TUITY. DTO 3HAYUT, UTO 60JIE3HB
IPOSIBIISETCA TOJNBKO B TOM CIIydae, ecii 06a POIUTEIIS ABILIOTCS HOCHTENIMH 60JIe3HH H, XOTS CaMH
OHH He 00JIeI0T, epefaloT peOEHKY 1Ba NOPXXEHHBIX 'eHa. BonpHCTBO ceMeld, rie ecTh pe6EHOK C
5THM 3a00IeBaHHEM, HE CTAIKMBAINCH paHblIe ¢ NoxoOHO# npobnemoii. Puck nNoBTOpHOrO poxacHuUs
GonpHoro peG&HKa B CeMbE, TJIE YXKE €CTh OOJIBHBIE JEeTH, COCTaBIAeT 25 % Ha Kaxaylo 6epeMEeHHOCTb.
INarorennsie BapuaHThl B reve ATP7B ABNAIOTCS IPUYUHON 3TOro 3a00NeBaHUs.

Bpatesa 1 cécTpbl GoNBHOrO peb&HKa, MOrYT OHITH GONBHBIMM, JAXKE €COH Y HUX Ha MOMEHT
JUArHOCTUKA WIEHOB CeMbH He OBUIO cuMnTOMOB. B naHHOM ciyyae HEOOXOAMMO NPOBECTH
JHarHOCTHKY, YTOOBI KaK MOXKHO PaHBIIIE HAuaTh TEPaNuio 1 U30exaTh OCIOXKHEHUH. Takxke OHM MOTYyT '
OBITH HOCHTENISAMH, KaK UX poauTeaH. Uro Kacaercsa APYyruX WICHOB CEMBH, TO MM B2KHO COOOILHTS,
YTO OHH MOTYT ObITH HOCHTENIAMH. DTO 3HAYMT, YTO H Y HUX €CTh PUCK pOXKAeHUs peOEHKa C JaHHBIM

3abonesanneM. Uem paHbIIe HauaTh JieyeHHe (B Mpaeane — eme Ha JOCHMIOTOMHOH cramuu aubo Ha
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JOHEBPOJIOTHYECKOM DTalle, TO €CTh /0 MOSBIEHHS NPA3HAKOB MOPAXEHHUS FOJOBHOTO MO3ra), TeM
aydme 3¢ dexT.

Bce cempn c Gomesnsio BunbcoHa MOMKHBI 003aTeNBHO NPONTH MEIUKO-TEHETHUECKOE
KOHCYJIbTUPOBAHHE U MOJYYUTH MOJHYI0 HHYOPMAIUIO OT Bpada-TeHETHKAa O pPUCKE ITOBTOPHOTO
IIPOSBJICHUS JAHHOTO 3a00NIEBAHMA B CEMBE, OGCYIHTH CO CHELMAINCTOM BCE BONPOCH], CBA3AHHBIE C
HacneoBanueM 3abonepanns. B Poccuu Menuko-reHeTHdecKre KOHCYJIbTalUH paboTaroT B KaKIOM
peruoHe.

C nensio npoBeIeHNS IIPEHATAIBHOM U IPEUMILIAHTAIIMOHHOM JUATHOCTUKHU CYTIPYKECKOii mape
TpeIBApUTENLHO HEOOXOMUMO NPOHTH 06CIEIOBAHHE HA HOCHTENLCTBO MyTauuit B rene ATP7B,
OOpaTHBIINCE B CIEIMAIM3HPOBAHHBIE AHArHOCTHYECKHE JIADOpaTOpHH M MEQUIMHCKHE LEHTPHL
IIpenatanbHas JUarHOCTHKa MPOBOAUTCS  MOJNEKYJISPHO-TEHETHYECKUMH  METOHAAMH, IyTEM
uccnegosanus JIHK, BeioeneHHO# M3 GmonTara BOPCHMH XOpHOHA M (MJIM) KJIETOK AMHHOTHYECKOH
KUAKOCTU U (WJIH) IUIOJHOH KPOBH.

Kak ycranaBanBaercsa quarno3 Buancona?

Ha ocHOBaHMM KIIMHMYECKHX IPU3HAKOB Bpa4y MOXET 3amOA03pUTh 3a00ieBaHue, aanee NMpOBOASTCS
panx nabopaTOPHBIX U HHCTPYMEHTAIBHBIX METONOB UCCIIENOBAHH, KOTOPBIE TIO3BOJIIOT TOATBEPAUTD
JIUarHos.

1. Ananmu3 KpoBHU: MOBBINICHHAs aKTMBHOCTH aMHHOTpaHCdepas B CHIBOPOTKE KpOBH (IIOYTH Y Bcex
IIAIUEHTOB, CHayana OecCUMITOMHas), CHIKEHHasd KOHLECHTpAlUUSd LepyJolula3MHHA B CHIBOPOTKE
KpoBH (y GONBIIMHCTBA MauMeHTOB <20 MI/T), CHHXEHA KOHIEHTpauus obmeil MeIu B CBIBOPOTKE
KpoBH (00bruHO <1 Mr/).

2. Anamu3 moum: npumepHo y 80 % manueHTOB CyTOYHOE BBIAENEHHE Meau ¢ Modoit >100 mxr (>1,6
MKMOJIB).

3. Busyamusupyromue uccnenonanus: npu Y3U, KT u MPT — B 3aBUCHMOCTH OT cTanuu 60Je3HH —
YBEIMUYCHHE IEYCHM WM NPH3HAKH MOPTaNbHOM rumeprensud (creHomeranus); Ha MPT u KT
TOJIOBHOTO MO3Tra — U3MEHEHHA B 06s1acTH 6a3abHbIX SIep FOJIOBHOTO MO3ra H CTBOJIA y MAllMEHTOB C
HEBPOJOTHYECKUMH CUMIITOMAaMH.

4. TeneTuueckue UCCIEOBaHNUA: HccenoBanue reHa ATP7B. Kak npaBuio, nepBsle TECTH! IPOBOIAT
Ha HauboJsee yacTele MAaTOreHHbIE BApUAHTBI, 4 3aTEM — IIPHU HEOOXOIUMOCTH — aHATHM3UPYIOT BECh
TeH C NPIMEHEHHEM METOIOB CEKBEHHPOBAHUSL.

Kaxk JeuaT nanueHToB ¢ 60J1e3nbi0 Buancona?

CRE]

Bo-nepBrix, 310 cTporoe cobmoaeHue “neu€HouHoi” AUETHI (CTON 5a), MpeAnoararomei HCKIMoYeHue
Oorartelx MeAbpio NMpOAYKTOB (mIokonam, kode, opexu, Gobomble, Mommocku u Aap.). Heobxomumo

u3berats yoTpeOICHUS AIKOTOJS.
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OnHako OCHOBHOE JIe4eHHE — IIOCTOSHHBIH NPHEM IPENapaToB, BHIBOAANIMX MEIb M3 OpraHu3Ma.
['maBHBIM U3 HUX ABJIAETCS NEHULIWIIAMUH, Tepanuio Hellb3s NpeKpaiaTh 6e3 yBaXKUTEIbHBIX IPHYHH,
TaK JXe B IEpHOJ OepEeMEHHOCTH.
OTn npenaparbl HA3HAYAIOTCA MO CIEHUANIBHOH CXeMe C MOCTENEHHBIM yBeaudeHueM no3sl. [lpu
JUTHTENIBHOM MHOTOJIETHEM IpHeMe MEHUIMUIAMHHA Y HEKOTOPBIX MAllMEHTOB BOZHHUKAIOT MOOOYHEBIE
SBJICHHSA ‘B BHAE JEPMAaTUTOB, aHEMHM M HHBIX ocnoxHeHuit. I[losromy Onul mnpemtoxeH
albTEpPHATHBHEI METOJ JIeUeHHS COJIIMHU IUHKA (OKCHA, cynbdar u ap.). KomOuHHpoBanHOE JieyeHNE
NEHUIIWUIAMUHOM M NpenapaTaMi IUHKA JaéT BO3MOXHOCTB CHH3HUTH JI03y M M30exarh 1M0OOYHBIX
ABJICHHH. Y MallMeHTOB Ha JOCUMIITOMHOHR CTauM AOCTaTOYHO JICYEHHUS TOJIBKO IIpenapaTaMH LIHHKa.
B Toxénpx cioydasx Oosne3Hu, He MNOANAIONIMXCS KOHCEPBATUBHOMY JICYEHHIO, IPUMEHAETCS
TPAHCIUIAHTAllUs INeueHW. TpaHCIUIaHTaUMs II€YeHH II0Ka3aHa IIpH  OCTpoH IEeYEHOYHOM
HepocTarouHocTH. [Ipu yaadyHoM ucxone onepauyy NMalMEeHT HE HYXIaeTcs B AanbHeHmeM NpuéMe
IIpenaparoB.
TakuMm 00pa3oM, Npu NpaBUIBHOH Tepanud TeNaTONEHTHKYISIpHOH JercHepallMd — TsKeJIeHInero
HaCJIEICTBEHHOT 0 3a00J1eBaHKs TOJIOBHOTO MO3Ta M BHYTpeHHUX opraHoB — B 80 % ciyyaeB BO3MOXHO
KJIMHHYECKOe BBI3JIOPOBJIEHHE JIHOO BBIPAKEHHOE yﬁque}me COCTOSIHUS OONBHBIX IIPH YCIIOBHH
CBOEBPEMEHHOM MaKCUMAJIBHO paHHeH JUarHOCTUKH,
Kaxoii Hy’kHO NpoBOAUTE MOHUTOPHHT?
INocne Havyana neyeHus, cHayana pas B 1-2 mec., 3ateM 1-2 pasza/ron, Hy>KHBI peryJiipHble KOHTPOJIBHEIE
ofcreloBaHKsA: HEBPOJIOTHIECKHH OCMOTp, OOMIMH aHAIM3 KPOBH C JeHKomMTapHOH (opMyIoH,
nmokasareny (YHKIMH IledeHH W II0YeK, KOHLEHTpaUWH MeAU B CHIBOPOTKE KPOBH M CYTOYHOIA
3KCKpELMH MU C MOYO.
Kaxk mannenter nogy4arot jge4ueHue B Poccuiickoii ®enepannn?
Bonesns BunbcoHa OTHOCHTCS K YHCITYy PEIKUX HACIEACTBEHHBIX 0os1e3Hel 0OMeHa BEIeCTB U BXOJUT
B IepeueHb peakux (opdauHbX) 3a00N€BaHMii, JeUEHHE KOTOPHIX IPOBOAUTCS 32 CYET CPEACTB
peruoHanbHoro Owokera. Ilocne ycTaHOBIEHHS AMarHo3a HEOOXOAHUMO BKIIIOYEHHE MAlMEHTa B
PETCHOHATBHBIA CETMEHT perucrpa 0 JKH3HEYTpoXKarommM peakuM (opdaHHBIM) 3a00NEBaHUAM C
IENbIo JaNbHeimero obecreyeHUs HEOOXOAMMBIM Je4eGHBIM MHTAHHEM H JIEKAPCTBEHHBIMH
npenaparaM. B pa3HBIX peroHax 3a BEACHHE PETHUCTpa OTBEYAIOT Pa3HBIE CIIEHUAIHUCTHI, HO yamie
BCETO 3TO Bpauyl-T€HETHKH, II03TOMY ITOCJIE YCTAaHOBJECHHUS AUarHo3a o0s13aTeabHO HYKHO 00OpaTHThCS
K pETHOHAIEHOMY Bpady-T€HETHKY.
Kax mMoryr noMorars poaHbie u 6;m3kne?

He 3a0riBaiiTe — OT ceMbH TOXE 3aBHCHT ycmex JiedeHus. HyxHo cobmoaars pekoMeHaaluuH,

HH IPH KakKHuX YCJIIOBHAX HE JOIyCKaTk «CPBIBOB» B TCpalHuH, CJICAYCT YACIATP BHHMAaHHC
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pea6mlmaunn U IUIaHOBBIM 06CJ'ICI[0BaHI/ISIM. Bce wieHn cembu JAOJDKHBI 3HAaTh, YTO IIAIIMCHT

HY>XJaeTcsd B 0cOO0M IUTaHUM H PEryJIIPHOM NpUEME IIpENapaToB.
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IIpuiaoxenne I'1-I'N. IlIkabl olleHKH, BONPOCHUKH U APyrHe OlleHOYHbIE
HHCTPYMEHThI COCTOSIHUS MANHEHTAa, NPUBeA¢HHbIEe B KIIHHHYECKHX

PC¢KOMEeHAalHAX

Ipunoxenne I'l {uarnocruyeckas oneHo4nas mkana bonesnn Bunabcona
Leipzig, 2001 [3, 26]

Ha3zpanne Ha pycckom s3bike: J[arHocTHyeckas oneHoqHas mkaina bonesnn Bunscona, Jleinuur,
2001 ,

OpurnnansHoe HazBanue: Scoring system developed at the 8th International Meeting on Wilson’s
disease, Leipzig 2001

Hcrounuk: [26]

Tun: mxana oleHKH

Hasnauenue: ycraHoBneHue auarnosa bonesns Bunscona

Copepxanne:
I. Tunnunsie naa BB Banasl II. Ipyrune nuarnocruveckue Baxabl
KJIHHAYECKHE CHMIITOMBI H HCCJIeI0BaAHHUS
NMPH3HAKH

1.Konsiia Kaiizepa- 5.KonnuecTBeHHOE ompeAcicHHe MeEIU B

Dreitmepa OuonTarax _ meyeHH  (IpM ___YCJIOBHH

- IPUCYTCTBYIOT 2 OTCYTCTBHS XOJIECTa3a)
- >250 Mxr/r (4 MKMONB/T) 2

- OTCYTCTBYIOT 0
- 50-250 mxr/r (0,8-4 MxMoOB/T) 1
- B Hopme (Hmxke 50 MKr/T) -1
- Ponamun — mpHCYTCTBYIOT NO3UTHUBHEIE 1
renaToOLMTEI (mpu HEBO3MOXKHOCTH
KOJIMYECTBEHHOTO OIpEeACNcHUS MeU B
TICUCHH)

2. [IlpuzHaky nopaxkeHud 6.Oxckpenia  Menu ¢ Mouoii  (pu

IHHC w/unu_w3MeHeHHS Ha OTCYTCTBHMH OCTPOTO I'elIaTHTA)

MPT - 6onee 2 nopm HMJIM B HOpME, HO 2

- BRIPOXEHHBIE 2 yBenmueHue Gonee 5 HOpM mpu mpobe ¢
MeHUIIMJUIAMHHOM

- YMEpECHHBIC 1
- 1-2 HOpMBI 1

- OTCYTCTBYET 0
- B HOpME 0

3.1lepymonaasMuH T.MoneKkynapHO-reHeTHIECKUi_aHATN3

CBIBOPOTKH KPOBH - FOMO3UI0Ta, KOMIIAYHA-TE€TEPO3UT0Ta 4

- B HopMe >0,2 r/m (>20 0

MI/1T) - F€TEPO3UroTa 1
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- 0,1-0,2 r/n (10-20 mr/nm) 1 - MyTanuuii He OGHapy)XeHO 0
- <0,1 r/n (<10 Mr/mn) 2

4.Kym0Oc-HeratuBHas

reMOJIMTHYECKass aHEMHUS

- IPUCYTCTBYET 1

- OTCYTCTBYET 0

Kmou (MHTepnipeTanus):

CyMMapusle Oasib!:

4 u Gonee: nuarno3 bonesns Buibcona ycranoBeH;

3: nuarno3 Bonesns BunbcoHa BeposTeH, HO TpeOyeTcs fanbHeiinee o6cie10BaHue alMeHTa;

2 1 MeHee: quaruos bonesunr Bunncona coMHHTENEH.

IIpusoxenue I'2 IIpornocruyecknii unaexc 6ose3nn Buibcona

(B Momudukamuu Dhawan et al.) [47, 86]

Ha3zsanune Ha pycckoM si3bike: IIporHoctudeckuii maaexc 6onesHn Bumbscona

OpurunanbHoe HazBaHue: New Wilson Index for Predicting Mortality

Hctounnk: [47, 86]
Twun: mxana oneHkKH

Ha3znayeHue: oleHKa BEPOATHOCTH JIETAJIBHOI'O HCXOMa oe3 TPaHCIUVIAHTAllUU NICUYCHHU IIPpH Oone3nn

Bunncona. '

Coaepxanue:
ITokasarenn 1 6ann 2 Gamna 3 bayuta 4 6anna
Bunnpy6un (Mkmons/m) | 100-150 151-200 201-300 >300
ACT (En/m) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
JleiixommTs! (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
Anp0yMuH I/ 34-44 25-33 21-24 <21

K4 (HHTepnpeTanus):

Cymmapnasa oyenxa =11 bannos ceazana c 6bICOKOU 6EPOSMHOCMbIO

MpPAancnIanmayuy ne4yeru.
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