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Cnucok coxkpameHui

AJIT — ananmHamMuHOTpaHC(hepasza

ACT — acnaparuHamuHOTpaHchepasa

AT®daza — anenozuHTpudoOCchaTaza

BB — 6one3ns Bunbcona

I'TT — ramma-royramunTpancgepasa

MHO — MexayHapoHOe HOPMaJIM30BaHHOE OTHOIICHUE
OTII — oproTronuyeckas TpaHCIUIaHTALUs IEYEHU
[N — npoTpoMONHOBBII UHIEKC

V31 — ynbTpa3ByKoBOE HCCIIEIOBAHUE

[P — menounas pocdarasza

MPT — marHuTHO-pe30HaHCHAsE TOMOTrpadus
99" — snekrposHuedanorpadus

HC — uenTpanpHas HEpBHas cucTemMa



TepMuUHBI U onIpeaeJeHUus

XegaTupywomass Tepanmusi (MeIbXelaTUpyIOIass Tepamusi) —  CIOCO0  JICUeHUs,
3aKJIIOYAIOIIUICS BO BBEJIEHUU IPENapaToB, CBSI3bIBAIONIMX U BBIBOJALIMX W3 OpraHU3Ma HOHBI

TSOKETBIX METAJUIOB (HAIIPUMEp, MEJIH ).



1. Kparkasa nadopmManusa mo 3a00,J1eBAHUI0 WJIN COCTOSAHHUIO (rpynmne 3a00JJeBaHUH

WJIM COCTOSTHU)

1.1 Onpenesaenue 3a00JeBAHUA UJIN COCTOAHNSA (TPYNIbI 3200JeBAHUNA UJIH COCTOSTHU)

Bbojae3nn Buabcona (bB) (CHHOHHUMBI: 00JIe3Hb Bunbscona-KonoBainoga,
renaToJICHTUKYJISIpHAsl ~JIeTeHeparus, TremnarounepeopanbHas AuCTpodus) — peaKoe TshKEIoe
HACJIEICTBEHHOE MYJIbTUCUCTEMHOE 3a0oJieBaHue, MIPOSIBIISIONIEECS MIPEUMYIIIECTBEHHO

HG‘-IéHO‘IHBIMH, HCBPOJIOTUYCCKUMU U TICUXUATPHUYCCKUMH HAPYUICHUAMU BCJICACTBHUC YPC3MCPHOIO
OTJIOKEHHST MeAW B opraHax u TkaHsax [1]. Drto 3abosieBaHHe OTHOCHUTCS K YHCIY TPYIHO
TUArHOCTUPYEMbIX B CBSI3U C JUIUTEIbHBIM JIATEHTHBIM T€UEHUEM U MOJUMOP(HU3MOM KIMHUYECKOM
cuMnToMaTukd. bB MoxeT KiInHu4ecku MaHI/I(l)CCTI/IpOBaTI) KaK B ICTCKOM M IMOJAPOCTKOBOM, TaK U B
Oosee crapuieM Bo3pacTe. [Ipu OTCYTCTBMHM MeAb-dJIMMHUHHUPYIOLMIEH Tepanuu 3TO 3a00JIeBaHUE

ABJIACTCA (1)aTaJ'II>HbIM.

1.2 DTHOJI0rMs U IATOreHe3 3200J1eBAHN WJIH COCTOSHUS (rpynnbl 3200J0eBAHUN WJIH
COCTOSIHMiA)

bB pa3BuBaercs Inpu HAIMYMKA Yy 4YEJIOBEKAa IIATOICHHBIX BapUaHTOB B KOMIIAYH[-

FeTepO3UrOTHOM (Yallle) WIM TOMO3UIOTHOM (pexe) cocrosHuu B reHe ATP7B, KOTOpbIid
pacrnionaraercss Ha JuIMHHOM tuiede 13 xpomocomsl (13q14.3-021.1) u coctout u3 21 sk30Ha u 20
UHTPOHOB (00111asi FTeHOMHAs JJIMHA TeHa COCTaBIsgeT OKoso 80 ThICAY Map OCHOBAHMA).

I'en ATP7B xonupyer 0JHOUMEHHBIN MeAb-TpaHCHIOPTUPYIOMMMA O6enok u3 rpymnmsl ATda3 P-
TUIA, KOTOPBIN pacronaraercss B TpaHc-I'onbmku anmapare, o0ecreduBaeT TPaHCIOPT MEIU depes
MeMOpaHbl OpraHeill TenaToLUUTOB, CIOCOOCTBYS BBIBEACHUIO €€ C KENUbIO, @ TaKXKe BKIIOUEHHIO B
MOJIEKYJTy anolepysoia3MuHa (Lepysnomia3MuH 0e3 Meau) ¢ oO0pa3oBaHUEM TOJIOLEPYJIONIa3MUHA
(uepynomnasmuH ¢ 6 mosekynamu Meau). Hanbonee Bricokas skcnpeccus reHa ATP7B nabmromgaercs
B MI€YEHH, OJJHAKO OH TaKXe DKCIPECCUPYETCS B MOYKax, IUIALEHTE, MOJOYHBIX Keje3aX, F0JOBHOM
MO3re U JIETKHX.

Tun nacnenoanust bB ayrocomHo-peneccuBHbiii. K HacTosmemy BpemeHu B rene ATP7B
orucano 6omee 700 matoreHHbIX BapuaHTOB [88], OoblIas 4acTh W3 KOTOPBIX SIBIAIOTCS MHCCEHC,
OJTHAKO HOHCEHC, WHCEPIHH/ICICIUN U MyTallud CalTOB CIIaiicHHIa Takke BeTpedarorcs [13, 14]
Haubonee pacnpocTpaHEHHBIM NMAaTOTEHHBIM BapHaHTOM B reHe ATP7B cpenu eBpONEOMIHOW pachl
spisiercs H1069Q. Okono 50-80 % mnaumentoB ¢ BB, mpoxwuBaromux B crpaHax LleHTpanbHOI,
Bocrounoii n CeBepHoil EBponbI ABIISIFOTCS HOCUTENSIMH, IO KPalHEW Mepe, OJTHOTO ajuiels ¢ TaKUM
BapuantoM. [lo naHHBIM psina uccienoBaresneif, B Poccun cpenu manveHTOB € MOJATBEPKIEHHBIM
nuarnozoM bB nomns 6ompHBIX ¢ BapuanToMm H1069Q B retepo3urotHom coctostHuu coctaBisier 50 %,
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a JIOoJiA TAIMEeHTOB C 3THM BapHaHTOM B TOMO3MToTHOM coctossaun — 26,3 % [17]. B Hactosiee
BpeMs YETKUX KOPPEISILUI MEKAy MaTOreHHbIMU BapuaHTaMu U ¢peHotunaMu bB HensBecTHO.

Menp 1o cBoeMy OOLIEMY COAEP)KAaHUIO B TEJ€ YEJIOBEKA 3aHUMAET TPEThE MECTO CPEeau
NEePeXOAHbIX METAJJIOB, HE3aMEHUMBIX AJis opraHu3ma. OHa BBICTYHAeT B poiM KodakTopa U (WiIH)
CTPYKTYPHOTO KOMITOHEHTA JUIsl HECKOJIbKHX (PEpPMEHTOB, Y4aCTBYET BO MHOTUX (PU3HOIOTHYECKHX
npolieccax, BKI0Yas YHEPTeTHUECKUH 0OMEH, aHTHOKCHIAHTHYIO 3aIllUTY 1 0OMEH JKenes3a.
dusnonoruyeckas NOTpeOHOCTh B MEAM JJIsl B3POCIBIX cocTaBiser okosno 1,0 Mr/cyr, mis nereil B
3aBUCUMOCTH OT Bo3pacTHOi rpymmsl — oT 0,5 1o 1,0 mr/cyr [18]. B opranusm menp mocTymaer B
OCHOBHOM c mumield. Haubosnee Gorarbl MeAplo MEYEHb, MOJUIIOCKH, KpaObl, KPEBETKH, YCTPHUIIBL,
7I00CTephl, coeBble O0O00BI, MIOKOMAM, opexu, 3nMaku. CpemaHee mNOTpeOieHWE MeIu y 4YeloBeKa
cocraBusieT 1,5-2,5 mr/cyr. BepxHuil AomycTUMBI YpOBEHb MOTPEOJICHHS] COCTaBISET S5 MI/CYT.
BcaceiBaHuio B IPOKCUMANIBHBIX OT/AEIaX TOHKOM Kuiku noasepraercs ot 20 % (mpu notpebieHuu
6omnee 5 mr/cyt) no 50 % (mpu norpebiieHun MeHee 1 Mr/CyT) Mend, OCTaJbHOE SKCKPETHPYETCS C
(exanbHBIMA MaccaMH. B KpoBU BCOCaBIIAsICS MEb CBSA3BIBACTCS C ATbOYMUHOM M TPAHCKYIIPEHHOM
Y TPAHCIIOPTUPYETCS YEPE3 MOPTAIBHYIO BEHY B IICYEHbD.

CHuxenue ¢QyHkuuu Menp-tpaHcnoptupytomeid AT®Pa3zpl B pe3ynbTaTe NaTOI€HHBIX
BapHaHTOB B reHe ATP7B B KxoMnayHJ-reTepO3UroTHOM WJIM TOMO3UTOTHOM COCTOSIHUM NPUBOJAUT K
HapYIICHUIO TeNaToOUINapHON SKCKpEUU MEIU U HapyILIEHHIO €€ BCTPauBaHUS B LIEPYJIOIUIA3MUH.
[Tockonpky mepuox MOJYKH3HM  aloLEpyJoIUIa3MMHA 3HAUUTENIBHO KOpOYE TaKOBOIO Yy
LepyJoIUIa3MUHa, HarpykKeHHoro menpto (5 4 mpotuB 5,5 cyr), npu bB, kak mpaBuio, B KpoBU
HaOJII0JIETCS] CHIDKEHUE COJIepKaHus LiepyioIia3MuHa. BMmecTe ¢ TeM MpUMepHO y TPETH MalMeHTOB €
BB ypoBeHb Liepysonia3zMruHa B KpOBH MOKET OBITh B ITpesieiax HopMaibHbIX 3HaueHui. HeoOxonumo
OTMETUTb, YTO HCIIOJIIB30BAHUE METO/A ONPENEICHHUs MENb-3aBUCUMON OKCHUIA3HOM aKTUBHOCTU
MO3BOJIIET TOYHEE ONPENENHUTh  COACpXKaHWSA  anoLepyjolljla3MHHA, B TO BpeMs  Kak
MMMYHOJIOTHYECKHE TECThl MOTYT 3aBbIIIaTh IOJlyyaeMble 3HA4YeHHUs, T.K. HE CIIOCOOHBI
g depeHIMPOBaTh aro- U ToJI0LEPYIOIIa3MUH.

OCHOBHBIM cie/IcTBUEM AeduuuTta Meab-Tpancnoptupytouieii AT®a3bl sBIseTcs HaKOIIEHNE
MEAM B PA3IMUHBIX OpraHax M TKAHSX. IEPBOHAYAIBHO — B IIEYEHH, a [0 MEpPE IMPOrPEeCCUPOBAHHUS
3a00JIeBaHUS M TPU OTCYTCTBHM JI€UEHUS, KOI/Ia CIOCOOHOCTh MMEYEHH AaKKyMyJIHpOBaTb MeIb
HCYEPIBbIBAETCS, — B TOJOBHOM MO3T€, POTOBHIIE TJ1a3 U MMOYKaxX. ITO 00yCIOBIMUBAET NOIUMOPHU3M
KIMHUYeCcKUX nosiBieHuid bB. Hakomnenue menu B NMapeHXMMAaTO3HBIX OpPraHax COIPOBOXKIAETCS
CHIDKEHHEM coJiepXaHus oOmeld Menu B CBIBOPOTKe, T.K. B HopMme okoino 90 % oOmel menn
COCTABJISIET ME/1b, CBSI3AHHAS C LIEPYJIONIa3MUHOM.

Hecmotps Ha BakHEWIIyIO poJib MEIU BO MHOTUX (DPU3MOJIOTMYECKUX Tpolieccax, e€ N30bITOK

ABIIACTCA T Y6I/ITCJ'ILHBIM IJIL OpraHu3Ma. IIaTorenHnie B(IJ(I)CKTBI M30BITKA MEIHN B KIICTKE
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OTIOCpEe/IOBaHbl  00pa30BaHMEM CBOOOJHBIX PAJUKAIOB C PA3BUTHEM IEPEKHCHOTO OKHUCICHUS
JMIKJOB, TIOBPEXKACHUEM OCJIKOB, HYKJIENHOBBIX KHUCIOT, MUTOXOH/IPHM B COYETAHUU C UCTOILLEHUEM
AQHTHOKCU/IAHTHBIX cHUcTeM. Mellb MOXKET Takke MHIMOMPOBaTh (PYHKIIUM MHOTMX O€JIKOB, HAIIPAMYIO
CBA3BIBAsICb C MX THOJOBBIMM M amuHOrpynnamu. Kpome Toro, u30bITOK MeOu aKTHUBUPYET
MPOANIONTOTUYECKUE MEXaHU3Mbl. BCE€ 3TO B KOHEYHOM CYETE NPUBOAUT K Pa3pyLICHUIO
HEePerpyKeHHbIX MEIbI0 KJIETOK, MPEUMYIIECTBEHHO TemaTronuToB. JIM3MC Takux TenaTOLUTOB
00yCJIOBIMBAET IIOBBIIIEHUE COJEpXKaHUd CBOOOJHOW MeIu B CHIBOPOTKE M, CII€A0BATEIbHO,
KOMIIEHCATOPHOMY IOBBIIIEHUIO €€ CYTOYHOM 3KCKPELUH C MOYOH U HAKOIUICHHIO B IPYTUX OpraHax-
mumensx [19]. [omumo 3TOro, M30BITOK CBOOOMHOW MEIM B CHIBOPOTKE MOXKET MPUBOIUTH K

TeMOJIMTUYECKUM Kpu3am [4].

1.3 DunaeMuo10rus 3a001eBaAHNA UM COCTOSHUSA (rPyHnbI 32001€BAHMI MJIH

COCTOSIHMiA)

bonesnr Bunbcona spnsercs penkum (opdaHHbIM) 3a0oneBaHHMEM, XOTS MOKa3aTelH

pacnpoCTpaHEHHOCTH BapbUPYIOT B 3aBUCUMOCTH OT UccieaoBanus. [1o JaHHBIM psia UCCIeq0BaHUIM,
e€ pacnpocTpaH€HHOCTh coctaBisieT okoio 1 ciayuas Ha 7 000-10 000 HaceneHus, B TO BpeMs Kak
4acToTa reTePO3UTOTHOTO HOCHUTENIBCTBA MATOTCHHBIX BapuaHToB B ATP7B cocraBnser okosno 1:40
[20, 21].

Haubomee yacto ykaspiBaetcs pacmpoctpanénunocts 1:30,000 [21, 22, 23, 24,140]. bonee
nozaaue uccnenoBanuss 3 Kuras [141] u ®pannum [142] cBHAETENbCTBYIOT O OoJjiee HHU3KOW
pacnpoctpaneHHocTH 1: 56,000 u 1:66,000, COOTBETCTBEHHO.

[To manHBIM aHanu3a QeaepambHOTO perucTpa opdaHHbIX 3aboneBanuii, B Poccun B 2014 u
2015 rr. 6B110 3aperucTpupoBaHo Bcero 572 u 602 manuenta ¢ quarno3om bB, uro cocraBuio 0,39 u
0,41 na 100000 HaceneHuss COOTBETCTBEHHO (M3 Hux gereit 16,9 %) [25]. Peanpnas
pacIpoCTpaHEHHOCTh 3a00JIeBaHUs peAronaraercs: 0oyee BHICOKOH.

1.4 Oco0eHHOCTH KOAUPOBAHNS 32001€BAHUA WJIH COCTOAHNA (rPpynnbl 32001€BAHNI HJIN

COCTOSIHUI) M0 MeKIYHAPOAHON CTATHCTHYECKOH Kaaccuuranuy 0oJie3Hei ¥ nmpoodJaem,

cBs3aHHBIX 0 310poBLeM (MKB-10)

E83.0 — Hapymenus oOMeHa MeIH.

1.5 Kaaccudukanusi 3a00/1eBaHUSI  WJIH COCTOAHUS (Tpynnbl 3a00JeBaHM WU
COCTOSIHU)

Knunnueckast kaptuHa BB xapakrepusyercst OONbIIMM MOTUMOP(PHU3MOM B OTHOLICHMM KaK

HCBPOJIOTUYCCKUX, TAK U COMATHYCCKUX HpOHBJICHHfI. DTO HaIIO CBOE OTPAXCHUC B PA3JIMYHBIX
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kinaccupukanusax 3aboneBanus [26, 27]. B Hacrosimmee BpeMs dYaiie BCETO HCIOJIB3YETCS
kiaccudukaiuss BB, B OCHOBe KOTOPO# JIGKHUT KIMHHUKO-aToMopdosorunyeckuii npunimn [28].
Beigensitor cnenyromue dpopmer bB.

o beccumnromuas ¢opma (okono 10 % crmyyaeB): KIMHMUYECKUX MPOSIBICHUN HET, JAMArHO3
YCTAHOBJICH IO MPOSIBIICHUS CHUMIITOMOB.

o AOnmomuHanmbHas (meu€éHounas) Qopma (okono 40 % cioywaeB): paHHee — Hayalo,
MIPEUMYIIECTBEHHO C OCTPOil MEeYEHOYHOM HEJOCTATOYHOCTHU WM MPHU3HAKOB XPOHUYECKOM
MeYEHOYHOM HEJOCTAaTOYHOCTH;, (yJIbMUHAHTHAs Meu€HOYHAs HEAOCTAaTOYHOCTh, IHUPPO3
TICYCHH.

o llepeOpanbhas (HeBponormdeckas) ¢opma (oxomo 40-50 % cioydaeB): XapaKTEpHBI
pa3zHoo0pa3HbIe HKCTpANUpaMUAHbIC HAPYIIEHUS (TPeMOp KOHEYHOCTEH U TOJIOBBI, TUCTOHUS,
MO3KEUKOBass AaTaKCUsl, MapKUHCOHM3M, HapYIICHHE ToYepKa, AU3apTPHUsi, MBbIIICYHAST
PUTHIIHOCTB, XOpes, aTeTo3), INCUXHYECKHE HapyIIeHHs (JerpeccHs, pa3IpakuTeIbHOCTS,
PacTOPMOXKEHHOCTh TTOBEICHUS, TICUXOTHYSCKHUE STTH30/IbI).

o CwmemanHas (bopMa: COYCTAaHHUC HCBPOJOINYCCKHUX U MeYEHOYHBIX HpOfIBJ’IGHHﬁ.

1.6 Kamnnueckasi KapTHHA 3a00/1€BaHMS] WJIH _COCTOSHHUA (Irpynnbl_3a00J€BaAHMH W

COCTOSIHMH)

Knuanueckast kaptuHa BB xapakrepusyercs MHOroo0pasueM CUMITOMOB U MaHU(ECTHPYET B

BO3pacTe oT 3 o 74 net (cpenHuit Bozpact 13,2 roma), o1HAKO 10 S-JIE€THEr0 BO3pacTa pa3BEpHyTas
CHMITTOMATHKa pa3BuBaercs penko [29, 30, 31].

Pa3épHyras kimHW4Yeckass kaptuHa BB o0ycioBieHa H30BITOYHBIM HAKOIJICHHEM MEIH B
pa3IMYHBIX OpraHax M TKAHAX M MPEUMYILECTBEHHO HPOSBISAETCS CUMITOMaMHU MOPaKEHHs MEYSHH,
LIEHTPaJIbHOW HEPBHOW CHCTEMBI, TJ1a3, peke MoYeK, KOCTeH, cep/lia, Kelé3 BHYyTPEeHHEN CeKpeLun.

Hesponozuueckaa cumnmomamuka bB manudectupyer mozxe, 4eM MOpakeHUE TCUCHH, B
OOJIBITMHCTBE CIIy4aeB Ha BTOPOM—TPETHEM JIECATHICTHH KU3HH, HO MOXKET MPOSIBISATHCS U B IETCKOM
Bo3pacte a0 10 net [32, 33]. Haubosee yacto KIMHUYECKas KapTHHA BKJIIOYAET B ceOs TUCTOHUIO (110
69 %), arakcuio (no 30 %), MOCTypallbHO-KMHETHYECKHI W HMHTCHIHOHHBIH Tpemop (mo 90 %),
napkuHCOHM3M (70 62 %), compoBOXmarolrecs Ha Oojiee MO3AHHUX CTaAMsIX CIFOHOTCUCHHEM,
nu3apTpueii u qucdarueit; pexxe Habmromatorces xopes (16 %), aretos (14 %), stnunencus (6 %) u ap.
[3, 32, 89].

Hucronus npu BB Moker 3arparuBarh pasHble yacTH Tena. [lo mepe mporpeccupoBaHus
0oJIe3HH B Cilydae OTCYTCTBHSI JieueHUs (OKadbHAas WIM CerMeHTapHas (opMa JUCTOHUU MOXKET
nepexoauTh B renepanuzoBannyo [89]. INapkunconusm npu BB xapaktepusyercs OpaauKHHE3HeEH,

PUTHUOHOCTBIO U HOCTypaHLHOﬁ HeyCTOﬁQHBOCTBIO, npnu 535TOM DJOTHU ABJICHUA HEPCAKO UMCIOT
9



cummerpuuHbiil xapaktep [90]. Tpemop sBAseTCS OAHUM W3 YACTBIX HEBPOJIOTMYCCKHUX MPOSBICHUMN
bB. Tpemop MoxeT ObITh HOCTypajibHBbIM, MHTCHIIMOHHBIM, OTMEYAaThCSl B IOKOE WM HMETh BCE
NePCUUCICHHBIC YCJIOBHsSI BO3HHKHOBeHHs (Tpemop Xommca) [32]. Mo3xkeukoBas —aTakcHs
nHabmromaercss mout 'y 30 % mammentoB ¢ BB [91]. Jlusaprpust sBisercs Hambojiee YacThIM
HeBpojoruueckum cumntoMoM bB. OcHoBbIBasgch Ha mpeoOiiajaroniel XxapakTepUCTUKE HapylIEHUs
pe4H, MOXHO BBIICIUTh HECKOJBKO THIIOB Au3apTpuu Tpu bB, BKIIOYas THUIOKHHETUYECKYIO,
NCeBOOYIL0apHYIO0 (CITACTUYECKYI0), THIEPKUHETUYECKYIO (IUCTOHMYECKYI0), aTaKTHYECKYI |
cmemannyio [34]. Jlucharus, onpenensemMas Kak 3aTpyIHCHHE B JIF000# (a3e r1oTaHusi, BCTPEYaeTcs
npumepro y 18 % mnanuenTtoB ¢ B/ u y 50 % nanueHnToB ¢ HeBposioruueckumu cumnromamu [34, 90].
Mosxer ObITh 3aTpoHyTa Jro0as (a3a akrta TIIOTaHWS, BKIIOYas TMEPOPATBHBIA MPHEM,
IPUTOTOBJICHHE/sKeBaHUE, IEPOPATILHBIN TPAH3UT U caMo TrioTanue. Jlucdarus MokeT BOSHUKHYTh U3-
3a HapylIeHUs MBIIIEYHOTO TOHYca (Hampumep, npu opodanuanbHON AUCTOHHH), HaPYIICHUS
KOOpJAMHAIIMK aKTa TJIOTaHUS, MEIIUTENFHOCTH U claboctu Mbii. CIIOHOTEUYEHHE OTHOCHUTCS K
HauOosee 3aMeTHBIM M 4acTbiM cumnromam bB u nabmomaercs mpumepHo y 70 % mnamnueHToB c
HEBPOJIOTUYECKUMHU MPOSIBICHUAMHU 3a0oneBanus. O4eHb YacTO ITO ABISAETCS CIENCTBUEM Aucharuu
U (WIH) HECTTOCOOHOCTH YAEPKUBATh CIIOHY BO PTY M3-3a opodarraibHoi auctoHuu [34].

VY nereli paHHME HEBPOJOTHUYECKHE MPHU3HAKH OOJIE3HHM BBIPAKAIOTCA B IOBEIECHYECKUX
HApYIICHUSX, OTCTaBaHUH B y4&Oe, mpobiieMax MpHU BBIMOJHCHUN 33JJaHUH, TPEOYIOMIMX COYETaHHOU
KOOpAMHAIMU pabOThl PYK U TJa3, YXYAIICHUH MEIKOW MOTOPHUKH, U3MEHSETCS MOYEpK.

Ilcuxuampuueckue nposasnenusn. Hapsay ¢ moBeeHU€CKUMH HApYIICHUSIMU TICUXUATPUYECKUE
NPOSIBJIICHUST BKIIFOYAIOT PACTOPMOXKEHHOE ITOBEICHUE, JEMPECCHI0, TPEBOKHOCTh, NCHXOTHYECKHE
CHUMIITOMBI. Y JIeTeil CHW)XAaeTCsl YCIeBaeMOCTh B INKOJIC, TOSBISETCS JaOWIBHOE HACTPOCHHE,
HEaJIeKBaTHOE, arpecCHBHOE TOBeaeHHE. Y OOJBIIMHCTBA MMAIMEHTOB C HEBPOJOTHYECKOW H (WJIH)
NCUXHUATpUUecKoi cumnToMatukoid BB pasBuBaercs muppo3 Me4YeHH, IUTENHHO MPOTEKAIOIIHA
OeccumnTomHO [4, 31, 34].

Cumnmomol nopaxcenusn neuenu npu bB Becbma BapuaOenbHbL. Y JeTel OpakeHUe MeYeHU
pa3BUBAETCs paHbIIle, YeM HeBpoJornueckas cumnromaTika. Kinnndyeckuit 1e6rot BB Moxer ObITh B
BuJe (DyIbMUHAHTHOTO TenatuTa (Jaie y JAeTed W MOJPOCTKOB), MPOSBISIONIETOCS KOaryionaTuei,
sunedanonatuert, KymOc-HeraTmBHON TEMOJUTHYECKONW aHEMHUEW, TEeYEHOYHOM H TOYEYHOU
HemocratouHocThio [3, 4, 31]. MHorma KIMHWYECKHE CHMITTOMBI KpailHe HAIlOMHHAIOT KapTHHY
OCTPOTO BHPYCHOTO renaTuTa. DTOT BapuaHT 3aboyieBaHus 0e3 MpOBEACHUS TPAHCIIAHTAIIMU TIEYeHU
npuBoguT K mnpaktudecku 100 %-ii  neranpHOCTH, TOSTOMY TaKMX MAIMEHTOB HEOOXO0IUMO
He3aMe/TUTEIHHO BKITIOYATh B JINCT OXKUAAHHS TPAHCILIAHTAIIMH ITCYCHH.

Kimnandeckasi kapTHHA XPOHHYECKOTO TernaTtuta npu bB Mano oTiuunMa oT mopa)keHusl TIeUeHN

APYyroro reuei3a u 0e3 MaTOreHeTHYCCKOU TCpaInuu IMMpuBOAUT K (I)OpMHpOBaHI/IIO ouppo3sa, 4TO JUKTYCT
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HEOOXOIMMOCTh HCKIIOYeHHss BB y Bcex malMeHTOB Kak C OCTPhIM, TaK U C XPOHUYECKUM
MOpaXEHUEM TMEeUYEHOUYHON MapeHXUMBbl C HAIMYUMEM WM 0e3 MPU3HAKOB IUppo3a. XapaKTepHOM
YepTOil XpoHWYEeCKOro renatuta rnpu bB sBiseTcs ymepeHHOE MOBBIICHHE OMOXUMUYECKIX MapKepOB
UTONN3a, XOJecTa3a M YypOBHS OWIMPYOMHA C BBICOKMM YPOBHEM CTPYKTYpPHBIX W3MEHEHUMN
NEYEHOYHON MapeHXMMBI MPU MOP(OJOTUIECKOM HCCIEAOBAHUM OHONTATOB TeueHW. bB Moxer
KJIIMHAYECKU IIPOTEeKaTb II0 THUIy AYTOMMMYHHOIO TI€NaTUTa C IOBBIIEHUEM CBHIBOPOTOYHBIX
UMMYHOITIOOYJIMHOB U Heclneuu(Uueckux ayTOaHTUTENI, B CBS3M C 4YeM Yy TMalUeHTOB ¢
ayTOMMMYHHBIM TeNaTUTOM MpH HEI(DPEKTUBHOCTU KOPTUKOCTEPOUIHOW TEparuu CIEAYyeT TaKxKe
uckimovars bB [31].

Ilopasicenue opzana 3penus. 11atTorHOMOHUYHBIM cumMnToMOM bB sBistoresa xosbuna Kaiizepa-
Qreliepa — OTIOKEHHE MEU B JIECIIEMETOBON MeMOpaHe POroBUIIbL. Y eTeill ¢ OECCUMITOMHBIM U
JErKUM TIeYEHOUYHBIM TedeHueM BB onm 00bruHO He Busyanmusupyiotcs [39]. Kompua Kaiizepa-
Qunelimepa BbIABIAIOTCA Yy 95 % NauMeHTOB ¢ HEBPOJIOIMUECKHMMU CHUMIOTOMAaMU U IPUMEPHO Y
HIOJIOBMHBI OOJIBHBIX 0€3 HeBpoJjorudeckux HapyuieHwui [3]. s UX JDOCTOBEPHOTO OINpECICHHUS
HEOOXO0MMO MIPOBOAUTH OCMOTP MPH MmoMoIH 1ieaeBoit samisl [40, 92]. Crienyer ydecTh, 4TO KOJbLA
Kaiizepa-®neiimnepa He Bcerna crneuuduunsl ais bB, u moryt dopmupoBaThCcsi y MHalEHTOB C
XPOHUYCCKHMHU XOJICCTATHUSCKUMH 3a00JICBAHUSME WJIHM TIPH X0JIecTa3e HOBOpoxaEHHbIX [41,42]. K
JPYTUM BO3MOXHBIM O(PTaIbMOJIOTHYECKUM MposiBieHUsIM BB oTHOcUTCS nepeaHss cyOkancyssipHast
KaTrapakTa (Tak Ha3bIBaeMas «MeJHas KaTapakTa») — OHa TOXE BBIBISIETCS TMPU OCMOTPE MpH
IIOMOLLHY LIEIEBOU JIAMIIBI.

I'emonumuueckan anemusn

KymOc-HeratuBHasi remosiMTudeckass aHeMHsl y mnainueHToB ¢ bB Moxer mnporekarh Kak
€IMHUYHBIA OCTpPBIM 3MM307 WM UMETh XPOHUUYECKUH xapakTep. B psne ciydaeB 3TO MOXET ObITh
€IMHCTBEHHBIM cUMNTOMOM Je0rota bB. TlanneHTsl, y KOTOphIX B aHAMHE3€ OTMeUanach JKelTyxa J0
yCTaHOBJIEHUs [uarno3a bB, ckopee Bcero, nmepeHeciv paHee Hepacro3HaHHBIA TEMOJIU3.

Bo Bpems OepemeHHOCTH y nanneHTok ¢ bB BO3MOXXHO pa3BUTHE OCTPOro renaruta u reMoinsa,
yT0 TpeOyeT auddepenunansHoi quarnoctuku ¢ HELLP-curapomom.

Ilopasicenun nouex, cycmaeoe, KOCMHO-MblUIEYHOU, cepoeuHno-cocyoucmoil,
PenpooyKmugHoil cucmem

[TomMuMO HEBPOJIOTMYECKON/IICUXUATPUUECKONH CUMITOMATUKH K JPYTUM BHENEYEHOYHBIM
IIPOSIBIICHUAM OTHOCSTCS:
— Toiy00e OKpalIMBaHUE HOI'TEBBIX JTYHOK;
— THUNEPIUTMEHTAIHS KOXXH HOT,
— naucyHKIMS  TOYEYHBIX  KAHAIBLEB.  YPUKO3YpHs, TIIOKO3ypHUs, aMUHOAIUAYpHs,

NPOTEUHYPHS, TOYCUHBIH TyOYspHbIi aruao3 [35, 36];
11



— (docdarypus, kaapruinypus, HepoIUTHA3,

—  OpeXICBPEMEHHbBIN 0CTEOOPO3, apTPOIIATHsI, XOHAPOKAIBIIUHO3 [37];

— Kapauomuonatus, aputmun [38];

— JIGWKOIIEHUs, TPOMOOIMTONEHUS (KaK BCIIEICTBUE THIIEPCIICHU3MA, TaK U Ha (oHE Tepanun)
— TAHKPEaTHUT, )KeTYHOKaMEHHasi 00JIe3Hb;

— MHOTATHS,

— THUIONAapaTHpPeo3;

— IIMCMEHopesi, 0ECIUTOIue UK HEBbIHAIIIMBaHNE OEPEMEHHOCTH;

— THUI'aHTHU3M.

Ocnosnvie nposisnenuss bB npusedenvt 6 [Ipunosicenuu A3.2

2. JluarHocTuka 3a001eBaHusl WIN COCTOSTHUS (TPyINNbI 3200/1eBAHNIH WJIH
COCTOSIHHUII), MEIMIIMHCKHE MOKA3AHUSA U MPOTUBONOKA3aAHUS K IPUMEHEHU IO
METOHO0B IUATHOCTUKH

Ckpunune na BB odondicen nposooumwvcs y e3pocavix u demeti cmapwe 1 2o0a, umeowux
HeOOBACHUMOE NOBLIUEHUE CLIBOPOMOYHBIX NEYEHOYHBIX MPAHCAMUHAS (AIAHUHAMUHOMPAHCPHEPA3bL
u  acnapmamamuHompancgepasvl), NposGIeHUss  OCMpPOU  NEeYEHOUHOU  HeOOCMAamoyHOCMU,
XPOHUUECKO20 2enamuma, Yyuppo3a nedeHu, He8poI0cUYeCKUX ULU NCUXONAMON0SULEeCKUX HaAPYULeHUTl
HeyCmanoslenHou  smuonoeuu, KymbOc-neeamusnou —cemonumuueckoiu avemuu, OmscOWEHHbLI
cemelnvll anamues no bB.

Huaenocmuxa BB 6azupyemcsi Ha KoMOUHAuUU  KIUHUYECKUX —CUMNMOMO8, OAHHbIX
1abopamopHo2o 00C1e006anUst U MOJEKYIApHO-2enemuyecko2o mecmuposanus |3, 4, 31].

B nacmosiwee epems nepedko npumensiemcs OUAeHOCMU4eCcKdasi OYeHOUHAsl WKALd, OCHOBAHHAs
Ha 6cex 00CMYNHbIX Memooax 0ocniedo8anus, ymeepaicoénnas na 8-m MexcoynapooHom cobpanuu no
bonesnu Bunvcona ¢ Jleunyuee ¢ 2001 2. — mak naswvieaemasn «Jletinyueckas wxanay [26] (cm.
Ipunooxcenue I'l).

Ilpu nanuuuu xoney Katizepa-@netiwiepa, cHudicenusi KOHYeHmMpayuu yepyioniasmuna meHee
10 m2/0n u nosviutenuss cymourot sKcKkpeyuu meou ¢ Mo4ou ouazno3 bB ne avizvieaem comueHuil.

Oonako 6 psde cayuaes KIUHUYECKUE CUMNMOMbL MO2YM OMCYMCME08amy Uil Obimb
HecneyuguuHbiMuU, a 1a60pamopHvle OaHHble MO2Y HAXOOUMbCSA 68 NPedeidax HOPMAlbHbIX 3HAYeHUl,
umo 3ampyoHsiem CKpUHuHe08yio ouacnocmuxy bB u mpebyem Oanvuetiuezo yenyOiEéHHO20
06cnedosanus NAYUeHmos ¢ NpoGedeHUeM MONEKYIAPHO-2eHEMUYecK020 MeCmUposanus 0.

8blABNIeHUs Namoz2eHHbIX eapuanmos 6 cene ATP7B u, npu neobxooumocmu, NYHKYUOHHOU OUONCUU
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newenu ¢ KoauuecmeeHHou oyenkou meou ¢ buonmamax (I[punosicenue A3.3, Ipunoscenue A3.4) [4,
12].

2.1 ’Kaj100LI 1 aHAMHE3

IHayuenmor ¢ BB moeym npedvasnsims iHcanodbl HA CUMAMOMbL NOPANCEHUS HCENYOOUHO-KUUEUHO2O
mpakma («2enamonocuieckuey) u YeHmpaibHoOU HEepeHoU cucmemvl. B ciyuae manugpecmayuu c
NOPAdCEHUsT NeYeHU HCAN0Obl NAYUEHMO8 MO2YM BKIIOYAMb PEOMY, 00wylo c1abocms, yeeludeHue
acusoma (3a cuém acyuma), OMmeEYHOCMsb HO2, HCEIMYUHOCMb U 3V0 Koxcu. IIpu yepebpanvHoii ghopme
bonesHu nayuenmuvl 8 nepsylo oyepedb 0Opawarm GHUMAHUE HA MPeMOp, CKOBAHHOCHb Mbluil,
npoobiemMbl ¢ peusbio, UsMEHeHUsl TUYHOCMU, MPEBONCHOCHb, MAKICe MO2YN OMMeUAmbCsl CLyX08ble U
spumenvhule carmoyunayuu [29, 31].
Ilpu cbope anamnesa u xanod pekoMeHO08aHO 0OPAMUMb GHUMAHUE HA.

- OmMACOWEHHLIU CeMeUHbIl aHAMHe3 (Haluyue 6 cembe nayueHma ¢ NnoOMEEPHCOEHHBIM
ouaznosom BB);

- 2onyboe OKpauusanue HO2MeBblX IYHOK, CUNEPRUSMEHMAYUSL KOJCU HOZ,

- PeyuouUsUPYIOWYIO HCeImyxy, acyum;

- CcIoHOmeueHue;

- OsueamelnvHble PpACCMpoOUCMEd. mMpemop, HNIOXVI0 KOOPOUHAYUIO, HAPYWEHUs MeNKOU
MOMOPUKU, OUCMOHUIO, NAPKUHCOHUMA (MACKOOOPA3HOE IUYO, MbUUEUHAS. PUSUOHOCHIDb,
Opadukunesus, HapyuleHue noxooKu), nces000y1bOAPHLIL CUHOPOM;

- necuxuampuyecKkue paccmpolcmeda 8 6uoe Oenpeccuu, Hesposd, MpPeBONCHOCMU, CHUNCEHUS.

uHmeniekma.

2.2 Dusuxanwvroe 006ciedosanue

Hpu ocmompe Heobx00UMo 06pamumb 6HUMAHUE HA OCHOBHble qbusukaﬂbele NpoOA6IEeHUA:

—  JCeNMYUIHOCb CKep, He3HAYUMENbHAS UIU YMEPEHHAS: 2enamome2anusi, CieHOMe2alus;
— koavyo Kaiizepa-®nevwepa
—  OgucamenvHvle HAPYWeEHUs (MpemMop, NAPKUHCOHU3M, XOpesi, OUCMOHUS, AMAaKCusl),
croHOmeyeHue, ousapmpus, oucgazus,
—  necuxuampuyecKkue CUMNMOMbL 3a001€8aHUA. 0eNnpeccus, MpegodCHble PAcCmpoucmad,
PACmopmodtcenHoe noseoerue, KOCHUMUGHbLE HAPYUEeHUs, USMEHeHUsl TUYHOCIU, NCUXO3.
Jlna mounou susyanuzayuu xoney Katizepa-@netiwepa Heob6X00uMo nposecmu 0CMOmMp npu nOMowu
wenesou 1amnsl 8pavom-ogpmanvmonozom. Omcymemeue 0aHHO20 NPUSHAKA He UCKTI0Yaem OUdAcHO3
bB, 6 mom uucne y nayuenmoe ¢ 8bipaxceHHou He8poI02UUECKOU CUMNIMOMAMUKOU.
Iayuenmy c nooospenuem na BB neobxooumo npogecmu negponocuueckuil ocmomp, obpawas

BHUMAHUE HA Hanuyue IKCmpanupamuonslx napyuienutl. Credyem oyenums Haauuue, 8U0 U Xxapakmep
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mpemopa, OYEeHUmMbs MOHYC  MblUty, 06pamumb 6HUMAHUE HA  HAludue 6pa0uKuHe3uu,

nces000YIbOAPHBIX HAPYUEHUT, OYEHUMb MO3JceuKosble yukyuu u noxooxy [89].

2.3 JIa0opaTopHbIe TMATHOCTHYECKHE HCCAeT0BAHNS

o C uenpi0 CBOEBPEMEHHOT'O BBIABICHHS AHEMUH, JIEUKONEHHWH, TPOMOOIIMTOIIEHUH BCEM
nanyMeHTaM ¢ mojo3peHreM Ha BB pekomenmayercs mpoBeseHue o0miero (KIMHHUYECKOro) aHan3a
KpoBH pazBépuytoro [3, 31, 42, 44].

YYP-C, YA -5)

KommenTapuii: Jletiko- u mpomboyumonenus A61a0mcs NPosigienuem 2UnepCnieHusma y nayuenmos
¢ BB na cmaouu yupposza neuenu. Kpome moeo, onu moeym pazsueamvcsi Ha ¢hone mepanuu
NEeHUYUNTAMUHOM™ ™,

B paoe cayuaes npu manugpecmayuu BB evisensemcs ocmpwbiii 2emonus, 603HUKAIOWUL 6 DAMKAX
NpOSIGNIEHUNl  OCHOBHO20 — 3A00NIe6aHUs  UIU  CNPOBOYUPOBAHHBIU  UHeKyuell Ul  Npuémom
JleKapcmeeHHvlx npenapamos. I'emonus asnsiemcs nposeieHuemM mMoKCuuecko2o O0elcmeus meou npu
bB.

Takorce uccnedosanue npoBOOUMCs 015l KOHMPOJISA MeEPANesmuyYecKo2o g gexma u npedynpexncoens
HedCenamebHblX peakyuti om JleKapcmeeHHou mepanuu (cm. pasoenvt «3.1.2 Meduxamenmosnas
mepanuay u «5.2 /lucnanceproe nabaooenue»)

. Bcem mnanumentam c¢ mnogospeHueM Ha bB pekomeHayeTcs INpoOBEAEHUE aHaau3a KpPOBHU
OMOXMMHUYECKOT0 OOIIeTepaneBTHUECKOro (OMNpeaeeHne aKTUBHOCTU ajJaHWHAMHHOTpaHc(epasbl B
KpPOBH, aKTUBHOCTH aclapTaTaMMHOTpaHc(]epas3bl B KPOBHU, YPOBHs oOmIero OwiMpyOMHa B KPOBH,
YpPOBEHb OWUIUPYOMHA CBSI3aHHOTO (KOHBIOTUPOBAHHOTO) B KpPOBH, aHAlKW3 KPOBU IO OIIEHKE
HAPYLICHUH JMMHUAHOTO 0OMEeHa OMOXMMHUYECKHUiT (XOJIECTEepUH, JIUMONPOTEU Bl BBICOKOH IIOTHOCTH,
JUMONPOTEUAbl HU3KOM IUJIOTHOCTH, TPUIJMLEPU[BI), ONpeAeTIeHUe AaKTUBHOCTU ILEJIOYHON
docdarazsl B KpOBH, TaMMa-TIIOTaMUITpaHcdepa3bl B KPOBH, YPOBEHb 00IIero Oelika B KPOBH,
ypOBEHb albOyMHHa B KPOBH, YPOBEHb Kajusi B KPOBH, YPOBEHb KpEaTHHHHA B KPOBH, YPOBEHb
MOUYEBHMHBI MU MOYEBOM KHCJIOTHl B KPOBH) JUIS MOATBEPKACHUS WM HCKIIOUEHUS NEYEHOUYHOH H
IIOYEYHOM HEI0CTaTO4YHOCTH, lccrmenoBaHue ypoBHsI Kelle3a CBIBOPOTKHM KpoBH, MccinemoBanue
ypOBHs TpaHc(heppuHa CHIBOPOTKH KpoBH, MccriemoBanue ypoBHS (eppHTHHA B KPOBH C LEINBIO
KOHTpOJIst oOMeHa sxenesa [3, 31, 46, 93-97, 143, 144, 145].

YYP-C, Y1 -5)

Kommenrapuii: npu ocmpom meuenuu BB ¢ neuéHouHOU HEOOCMAMOYHOCMbIO OMMeYaemcs

nosvluteHue yposHs ooueco ounupyouna (>300 mxmonsln, >17,5 me/0n) ¢ ymepenuvim nosviuienuem
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akxmusHocmu ananunamunomparncgepasvr (AJIT), acnapmamamunompancgepaszor (ACT) (100-500
Eo/n), nuskum ypoenem akmusrocmu wenounot pocchamasvr (<40 ME/n) [46].

s npocHocmuueckol  OyeHKu MANCeCmU  NeYeHOYHOU HedOCMamoyHOCmu  cledyem
oyenusams uHoekc wenounas gocpamasa (6 Eo/n) | obwui 6urupyoun (6 me/on) < 2,0; unoexc
ACT/AJIT > 2,2. Kombunayusi yKA3aHHLIX UHOEKCO8 UMeem GblCOKYI0  OUACHOCTUYECKYIO

YY8CMBUMENLHOCMb U CREYUDUUHOCIIb NPU JHCUZHEY2POJICatowemM namoocuieckom cocmosinuu [46].

J Bcem mammeHTaM peKOMEHAYETCS TPOBEISHUE KOarylorpaMMbl  (OPUEHTHPOBOYHOTO
UCCIIEIOBAHMSI CHUCTEMbl T'€MOCTa3a): OIlpeaeieHue MTPOTPOMOMHOBOTO (TpPOMOOILIACTUHOBOIO)
BPEMEHH B KPOBH WJIU B IJIa3M€ U MEXAYHApOIHOro HopManu3zoBaHHoro otHomeHuss (MHO) ¢ uensio
KOHTPOJISI CUHTCTHYECKOW (YHKIIUU TIEYCHH M TPOTHO3HPOBAHMS IAGHEHINCH TAKTHUKH BEICHUS
nanwuenTa [3, 4, 31, 122, 123].

YYP-C,¥a1-4)

KommenTapuii: y nayuenmos co CHUudCeHHou (QyHKyuell neyeHu ommedaemcs CHUdICeHUe
npompomournosozo unoexca (IIM) u nosviwenue mexicOyHapoOOHO20 HOPMANUZ08AHHO20 OMHOULEHUS

(MHO).

. Bcem mnammentam crapme 1 roga ¢ momo3penueM Ha BB pexomenmyercsi mpoBeicHHE
UCCIIC/IOBAaHHSI YPOBHS IEPYyJIOIJIa3MHHA B KPOBU M, OMNIIMOHHO, HCCIICJOBAaHUEC YPOBHS MEIU B
KPOBH/UCCIIEJIOBAHUE YPOBHS MEAM B KPOBU METOJIOM aTOMHO-a0COpPOIIMOHHOM CIIEKTPOCKONHMU C
1IeNbI0 yeTaHoBJIeHUs auarno3a bB [3, 4, 31, 48, 51, 92,124, 146].

YYP-A, Y1 -2)

KomMmeHTapuii: 6 nHopme yposenvb yepyloniasmuna 6 Kposu Haxooumcs ¢ ouanazone 20-40 me/on.
Ipu yposne yepynonnrasmuna <10 me/on ommeuaemcs evicokas seposmuocms meuenuss bB [3, 31].
Tlomumo BB cvleopomounsiii  yepyroniasmun Modicenm Oblmb  NOHUNCEH V 2emepO3UeOmHbIX
Hocumeretl, npu nomepe 6€1K08 ¢ NOYKAMU, MATbabCoOpOYUU, NPU MEPMUHATLHOU CMAOUL NeYEHOYHOU
He0OCmamoyHocmu ar000l dmuonocuu, ayepyioniasmunemuu, 6onesnu Menkeca (X-cyennennoe
3abonesanue ¢ Hapyutenuem mpancnopma meou) [49].

Konyenmpayusa yepynonaiasmuna modcem Oblms nogvluleHa npu OCmMpoM 80CNANEHUU, A MAKH#Ce npu
2UNepICMpoceHemMult, Hanpumep, 8 nepuod bepemMerHoCmu Uiy npu npuéme scmpozeros [3].
Hopmanwhwiii yposens yepynonnazmuna ne uckirouaem bB u mpebyem oanvuetiuieco 0006¢1edosanusl.
Cpeou oemeii ¢ noomeepacoénuvim ouacnozom bB, y 20 % ypoeenv yepyronnazmuna ne chudxcern [39,
50, 51].

YV H060p0d#COEHHBIX 6n10Mb 00 6 Mec ¢huzuorocUYecKas KOHYEeHmMpayus yepyronidasmund 6 Kposu

O4Y€Hb HU3KAA, NOCMENEHHO C 803pACNIOM €20 YPOBEHb NOBbIULAEMCA, oocmueas c60e20 nuKa eblie,
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yem y 63pocivlx, 8 pannem demcmae (npumepro 30-50 me/on), 3amem on nocmenenno onyckaemcsi 00
cmandapmuulx 3navenuti. [52] He ciredyem nposooums ucciedosanue OnpeoeieHuss CoOepiCcanus
yepynoniazmuna 6 Kposu Oasi  OuacHocmuku BB panee 6ospacma 1 ecooa u3z-3a  e2o
HeUuH@DOpMamueHocmu.

Yposeno meou 6 Kposu 00bIUHO CHUNCEH NPONOPYUOHANILHO  CHUNCEHUIO  VPOBHA
yepynoniazmuna. Cnedyem nOMHUMb, YMO NPU OCMPOU NEeYEeHOYHOU HeOOCMAMOYHOCMU, 8bl36AHHOT
BB, yposenv meou mosicem boims 3amemno noswviuier (>200 mxe/on [31,4 mxomonw/n]) [92].

. Bcem nanuenTtam ¢ nono3peHueM Ha bB pexkomeHnayercs onpenesneHue CyTOYHON SKCKPELUU
menu B mode (MccnenoBanue ypoBHs Meau B moue) [12, 48, 125-127].

YYP-B, Y1 -2)

KommeHTapuii: y wHeneuenvix nayuenmos CYymouHdas IKCKpeyus meou ¢ MOYOU ompadxcaem
KOIUYeCmeo C80000HOU «HEYePYIONIA3MUHOBOU» MeOUu 6 YUPKYAuUpyrwel Kposu. s mounoco
onpeodeneHust Cymo4HoU 3KCKpeyuu meou ¢ MO4ou cledyem OyeHums 00bEM CYMOYHOU MOYU U
ypoeenv Kpeamununa 6 moue 3a cymku [3]. B cayuae noueunoii HeOocmamouHocmu OawHoe
uccneooganue  HenpumeHumo. Jluacnocmuyecku 3nauumviti  0ns BB nopoeosvii  yposeHw
aKCcKkpemupyemotu meou ¢ mowou 3a cymku >100 mxe/24 uaca (1,6 mxmonv/24 uaca), oonaxo y 25 %
beccumMnmomusix demell ¢ NOOMBEPHCOEHHBIM OUACHO30M CYMOUHASL IKCKpeyusi Meou ¢ Moyoll dvlia
nuoice [39, 53]. Vowce npu sxckpeyuu meou ¢ mouou >40 mxe/24 uaca (0,65 mxmons/24 uaca) cnedyem
nposecmu 0oobcredosanue na npeomem BB (uyscmeumenvnocme 78,9 % u cneyugpuunocms 87,9 %)
[54]. Veeruuenue cymounou skckpeyuu meou ¢ MOHOU B03MONCHO U NPU OPYeUxX 3a001e6aHUSIX NedeHl,
a makdice y HeKOmopwix 2emeposuzomuvix Hocumeneti mymayuu bB [3].

Tlockonbky sKCKpeyusi MeOu ¢ MOUYOU MOICEm YEeIUNUBAMbCS U Npu Opyeux 3a001e6aHUsIX NeyeHu
(QyMOUMMYHHBITL  2enamum, XpoHudecKue axKmugHvie 3a001e6aHUsI NeYeHU, XO0Necmas, Oocmpas
NeYéHOYHAsL ~ HeOOCMAMOYHOCHb — OpYy2020  2eHe3d), 8  Kayecmee  cpeocmea  NOGblULeHUs]
YYECMBUMENbHOCIU U CHeYUPUUHOCIU ONPeOeleHUss CYMOYHOU IKCKpeyuu meodu 68 Moye Oblid
npeosiodcena NpoBOKAYUoHHAs npodba ¢ #Hnewuyunnamunom™*. Ilpoba 3axniouaemcs 6 npuéme
#nenuyunnamuna™* 6 0oze 1000 me/cym 6 0ea npuéma no 500 me ¢ unmepeganrom 12 uacos 6 meyenue
24 uacoe coopa mouu [59]. Ecau Oannvie no onpedenenuro CymouHoU 3KCKpeyuu meou ¢ MOHOl
HeybeOumenbHbl, HNOBbIUEHUE IKCKpeyuu Meou ¢ MOYOU Nocie NpPOBOKAYUOHHOU Nnpodbl ¢
neHuyuLIamMuHom™> goiue 1600 mxe/cym nozeonsiem c Ooavulell ygepeHHoCmbvio 2080pums 0 bB.
IIposokayuonnas npoba cmaHOaApmu308aHa MOIbKO Yy NAYUEHMO8 O0emcKoeo eo3pacma. [lanHoe
uccneoo8anue UCNOIL3Yemcsi peoKo 6 CBA3U C HEHAOENCHOCMbIO Npu  uckioyeHuu BBy

beccumnmomuwlx cubcog [55].
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o Bcem manuenTam ¢ OMOXMMHUYECKUMHU M KIMHUYECKUMHU JaHHBIMH, YKa3blBalolluMu Ha BB,
peKOMeHAYyeTCsl IPOBEACHNUE MOJIEKYISIPHO-TEHETUYECKOTO TECTUPOBAHUS C IIENBI0 MOATBEPKACHUS
nuarnosa [20, 48, 128-130].

YYP-C, Y1 -4)

KomMmenTapmii: 6o3mooicen nouck uacmoix Mymayuii, a 8 ciyuae ux omcymcmeus — nojiHoe
cexsenuposanue cena ATP7B, mecmupoeanue c ucnonbzoeanuem memooo Macco8o20 napaiielbHO20o
CEKBEHUPOBAHUS (2eHHbLE NAHENU, CEKBEHUPOBAHUE IK30MA, ceKeeHuposanue eenoma) (Komnnexkc
uccnedosanuil 05 ouaznocmuxu donesnu Bunvcona-Konosanosa).

Ilpu omcymemeuu namo2eHHvIX 8apUAHMOB 8 2eHe NPU HATUYUU 8bICOKO YOeOUMenbHbIX U
XapakmepHuIX KIUHUKO-1a00pamopHbix 0aHHbIX 8 noib3y bB, 3abonesanue ne 0012cHO Obimb
UCKTIIOYEHO, M.K. He 8Ce NAMO2EeHHbLe 8APUAHMBL BO3MONCHO OOHAPYIHCUMb C NOMOUBIO
CMAHOApPMHO20 Memooa CeK8eHUPOBAHUsL (Mymayuu 8 21yOuHe UHMPOHO8, KPYNHble NepecmpouKU U
m.o.).

o PexomMeH10BaHO ManueHTaM NP MPU3HAKAX OCTPOW MEYEHOYHOW HEJOCTATOYHOCTU IS
MPOTHO3MPOBAHUS BBDKMBAEMOCTH UM PEUICHUS BOMpPOca O HEOOXOAMMOCTH IPOBEACHUS
TPAaHCIUIAHTAIIMM TI€YEHU MCCIEIOBAaHUE YPOBHsS 00mero OwianpyOMHa B KpPOBH, OIpEIeiieHHE
aktuBHOCTH ACT B KpoBHM U ompeerneHre NpOTPOMOMHOBOTO (TPOMOOIIJIACTUHOBOIO) BPEMEHH B
KPOBH WK B 1iasme [4, 47].

(YYP - C, VIIJI - 4)

2.4 UHcTpyMeEeHTAJNbLHBIE AMATHOCTHYECKHE MCCIeI0BAHMS

o Bcem manmentam ¢ mojo3peHueM Ha BB pexomeHayercsi MpOBEACHUE YIIBTPa3BYKOBOTO
uccienoanus (Y3U) medeHH, KETYHOTO TMy3bIps M TMPOTOKOB, cene3éHku (YIbTpa3sBykoBoe
WCCJIE/IOBAaHHE OPraHOB OPIOIIHOW TOJNIOCTH (KOMIUIEKCHOE)) C IENbI0 JHArHOCTUKU IOpPaKeHHUN
remnaToouiMapHoi cuctems [56, 57].

YYP-C, YA -5)

KommenTapuii: no oJauwnvim Y3U mooicem Ovimb 6vlasiena eenamomezdanus ¢ Oug@ysHvimu
UBMEHEeHUAMU NAPEeHXUMbl NeYeHU 6 GUoe 2UNEPIXO2EHHOCMU U MeIKooYa208ou OupgysHoi
HeoOHopoOHocmu. [lpu Hanuuuu yupposa 6 napeHxume GU3YAIUUPYIOMCS V3Ibl peceHepayul,
YyeenuueHue Cene3énHKu, pacuiuperue Cmeoid GOPOMHOU U Cele3CHOYHOU 6eH, NpU YEEemoBoM
OONNIEPOBCKOM KAPMUPOBAHUU — NPUSHAKU NOPMATbHOU UNEPMeEeH3UlL.

Hsmenenus na Y3U ne aenssiomes cneyugpuunvimu 0nst BB, nosmomy dannoe ucciedosanue He umeem
OUACHOCMUYECKO20 3HAYEHUS, HO MOJcem Oblmb NOAE3HO O/ HEUHBAUBHOU OYEHKU CMPYKMYPHBIX

UBMEHEHULl 8 NeYeHU U MOHUMOPpUHA 3(ﬁqbe7<mu6Hocmu JlIe4YeHUA.
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. Pexomennyercs nposenenue pudpoanacrorpadhuu neyeHn (I1acTOMETPUS MEUYEHH) C IEITbI0
BBISIBJICHHSI LIUPPO3a TEUCHH Yy BIEPBbIE AMATHOCTHPYEMBIX IMAIMCHTOB M JJIS OICHKH JIMHAMHUKHU
¢bubpo3a neuenu Ha Gpoxe mpoBoAMMOii Tepanuu [58, 59,119].

(YYP - B, YJI/I - 2) B3pociibie

(YYP-C, YO/ - 4) nern

KommeHnTapuii: ucciedosanue yenecooopazno 0ns HEUHBAZUBHOU OYEHKU BbIPANCEHHOCMU Gudpo3a

neuernu npu bB.

. Bcem nmanmeHTamM ¢ HEBPOJIOTMYECKOM CHMITOMATHKOM, XapaKTEpHOW I bB,
peKoMeH/IyeTcsl MPOBEACHHEe MarHUTHO-pe30oHaHCHOW Tomorpaduu (MPT) romoBHOro mosra o
HayaJa JCUYEHHS C ICIbIO BBISBJICHHUS ATOJIOIMYECKMX M3MEHEHHI B ToI0BHOM Mo3sre [4, 60, 92, 131,
132].

(YYP-C, Y1 -4)

KommenTapuii: Hsmenenus npu MPT 2onosnoco moszea eviaensiomes y 90 % nayuenmos ¢ BB ¢
Hegponozuyeckol cumnmomamurou, y 40—70 % ¢ aboomunanvroii popmoii BB u 'y 20 % nayuenmosg c
beccumnmomnou  gopmoii  [89]. Omcymcmeue 6u3yanu3ayuOHHbIX UBMEHEHUN )y NAYUEHMO8 C
npusnaxamu nopadxcenusi [JHC ne ucknrouaem ouaenosz bB. Haubonee uwacmo npu MPT 2onosnozo
MO32a BbIAGIAIMCA CUMMEmMPUYHOe O08)YCMOPOHHee NOo8bluleHUe UHMEeHCUGHOCcmuU cueHaila Ha T2-
836CULEHHBIX U300paAdiCeHUsAX om 0a3anbHuvlXx s0ep (Xxeocmamoe s0po, CKOpAyna u OneoHbvlll wap),
manamycos, cpeoneco mozea (cumnmom «MOpObl 2UeaHmckou nauovly) u mocma. Ilo mepe
npozpeccuposanus 3a0071e6aHus BbIAGNAIOMCA NPUHAKU OugdysHozo ampoguueckozo npoyecca
20/1086HO20 MO32a C PABHOMEPHBIM PACUUPEHUEM CYOAPAXHOUOATbHBIX NPOCMPAHCING U HCELYOOUKOBOU
cucmemor  [19, 98, 99]. HUszmenenus MP-cuenara om Ccmpykmyp 20J108HO20 MO32d MO2YM
omcymcmeogame y 7-11 % Oemeii co cmewannoi ¢gopmoti BB npu uanuuuu Heeponocuyeckoi
CUMNMOMAmMuKy 6 6ude mpemopa, Ou3apmpuu U USMEHEHUsl MblUEeYHO20 MOHycd  No
aKCmpanupamuoHomy muny. B mo owce epemsa usmenenuss na MPT 2onosnoco mo3zea moeym
onepesicamy passumue Hespono2udeckol cumnmomamuku 6 10 % cnyuaeé bB u dvimb obpamumvimu
Ha one medbxenamupyowjerl mepanuu.

Hccneoosanusi mozym npogooumscsi 6 npoyecce OUHAMUYECKO20 HAONIOOeHUs N0 KIUHUYEeCKOU
neooxooumocmu [100, 101].

Ilo noxazanusm NPUMEHAEMCA HaApPKO3.
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o [laruenTaM Cc TONO3pEHHEM Ha HAJIWYHE OSMUJIENTHYECKOIO CHUHIPOMAa PpPeKOMeHAyeTcs
MPOBEJICHUE PYTUHHOU 3nekTpodHnedanorpaduu (331 ¢ 1enbl0 CBOEBPEMEHHONW AMATHOCTUKH U
KOHTPOJISL JICUCHUSI dHJIenTHYecKux npuctynos [102, 133].

YYP-C, Y1 -4)

KommenTapumn: makoice  Modicem Obimb  PEeKOMeHO08AHO npogedeHue  CYmMoOuHOU

aneKkmposHyeghanoepapuu ¢ BUOCOMOHUMOPUHSOM.

. [TaruenTam ¢ momo3peHreM Ha BB pexomeHayeTcsi KOHCyIbTaIMs Bpada-oPTaIbMOJIOTA C
OCMOTPOM IIpH TIOMOIIM IIEIEBOW JaMmbl Jjsi oOHapyxeHus koien Kaitzepa-®uneitmepa u (1im)
Katapaktsl [3, 4, 31, 62].

YYP-C, Y1 -5)

KommenTapuii: ogpmanvmonocuueckue nposenenus npu BB exntouaiom 6 cebs xonvya Kauizepa-
Dreviuepa u nepeoHIOl CyOKANCYIAPHYIO Kamapakmy (mak Ha3vléaemas «MeoOHds KAmapaxkmay).
Konvya Kaiizepa-@netiwepa npedcmagnsiom cobou omuoxcenue meou Ha 6HYmMpeHHel no8epXHOCU
po2cosuybl 8 decyememosoli membpare. Buzyanusayus xonvya Kaiizepa-@netiwepa npouzsooumcs npu
ogmanbMonio2uieckomM ocmMompe npu NOMOWU Weneol NamMNbl, UH020A NPpU NOMOWU 20HUONIUH3, 8
0aneKo 3auleduux cmaousx 3a001e6aHUsl MONCHO BUOeMb KOIbYO HEBOOPYHCEHHBIM 632I5100M.
T'opasoo pexce npu BB ecmpeuaemcs pazsumue «MeOHOU Kamapakmol» 8 6ude «N0OCOIHYXAY.
Kamapaxma ne enusem na ocmpomy 3penusi u u3yanu3upyemcs npu noMowju ujeiesoll 1dmnsl 8 uoe
cepo20 U 300MUCMO20 OUCKA HA NnepeoHel 00010YKe XPYCMmAanukd, Om KOMOpo2o PAoUdIbHO
omxo0sm nyuu Ha nepugepuio xpycmanuka [3, 4, 31].

o PexoMeH10BaHO TIPOBEIEHUE PEHTTEHOCKONHH IMUIIEBO/A C KOHTPACTUPOBAHHEM BO BpEMS
TJIOTaHUSl 11l OOBEKTHBHOM OIEHKH HAJMYWs acHUpalMy W HApYIICHHs TJIOTaHUS Yy TMAlHUEHTOB C
aucdarueit mpu pelieHny Bonpoca 0 HeoOX0MMOCTH KopMiteHus depe3 30H.1 [103, 104].

YYP-C, Y1 -5)

o PexoMeH10BaHO perucTpaius 3MeKTPoKapIuorpaMMbl U dXokapauorpaduu namuentam ¢ bB ¢
1eJIbIO BBISIBIICHUS MTATOJIOTUH €O cTopoHbl cepana [100, 134-136].

YYP-C, Y1 -4)

KommeHnTapumu: mozym evisgnsamscsi eunepmpopus 16020 4#Cenyo00uKa uiu 000ux xHceayoouKos,

panHss penoaapuszayus, oenpeccus ceemenma ST, uneepcus 3yoya T u pasnuunsie apummuu.

2.5 HHble ATMarHoCTHYECKHE UCCIEI0BAHMS

o [Ipn HOpManIBbHOM COAEpPKAHWM LEPYJIOIUIa3MUHA B KPOBH M HE3HAYUTEIBHOM ITOBBIIICHUU

AKCKPEIUU MEIU C MOYOH ¢ enbio nuddepeHImanbHO AMAarHOCTUKH, a TaKKe NI ONpeaeseHUs
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CTaguu TIOPaAKCHHUA TICUCHU PCKOMCHIAOBAHO TIIPOBCACHUC HYHKHHOHHOﬁ OHOIICMH II€YEHU
(upeckorkHasi, OMOIICUS TIEYEHHU 1101 KOHTPOJIEM YJIbTPa3BYKOBOI'O UCCIIEI0BaHMs) C OKPAacKOl Ha Meb
U KOJMYECTBEHHBIM OIpENIeIEHUEM CcoJepKaHus Meau B TkaHM nedeHu (YUpeckoxkHas Ouorcus
neyeHu, buorcus nedeHu 1noJ KOHTPOJEM YJIbTPa3BYKOBOI'O HCCIEAOBAaHUS) C KOJIMYECTBEHHBIM
OMpCACIICHUCM COACPIKAHUA MCIHU B TKAHU ICYCHHU W THUCTOJIOTMYCCKHUM HCCICAOBAHHUCM ouormnrara
(ITarosioro-anaromuueckoe UcciieJOBaHUE OMOIICUMHOIO (ONEPALMOHHOI0) MaTeprala MyHKIMOHHON

OMOIICHH TICUEHH) C IIEIbI0 YCTaHOBIICHHUS auarnosa [3, 31].
YYP-C, YA -5)

KommenTapuii: MoXeT NPUMEHATHCA IIPU CHOPHBIX PE3yJbTaTaXx MOJCKYJISIPHO-TEHETUYECKOTO

ucclieoBanus !
Obpaszey 6uonmama ooncen bvimo He menee 1 cm 6 onuny [3, 4, 31].

Cooepoicanue meou 6 mkanu nevenu >250 wmxe/e (4 mKMoOnv/2) cyxoeo 6eca AGIAEmMCs
ookazamenvcmeom uaaudusi bB. Cruowcenue ouacnocmuueckoeo nopoza 0o 10-250 mxe/e (1,2-4
MKMOIb/2) nogvluiaem uyscmeumenbHocms memooa ¢ 83 % 0o 96,5%, 6 mo epemsa Kax
cneyuguunocms ocmaémest docmamouno evicokoti — 954 % u 98,6 % coomseemcmeenno [63].
Inasnas npobnema 0aHHO020 Memooa — HepasHOMEPHOE pacnpedeienue mMeou 8 MKAHU NeYeHU, U3-3d
Yye20 pe3yibmamsl AHAIU3A MO2Ym OblMb 3AHUNMCEHbl NPU owubKe 8 3a00pe obpasya, ymo ciedyem
yuumwleams npu unmepnpemayuu pesyiomamos [3, 4, 40, 63, 64, 65]. Konyenmpayus meou 6 newenu
MOdCem — NOGLLUAMBCS  NpU  OIUMENIbHO — CyujecmeyioujeM — Xojaecmase, npu  CUHOPOMAX
UOUONaAmMu4ecK020 MeOH020 MOKCUK03d U Op.

Mopgonoeuueckue usmenenus nevenu npu BB ne asisiomcs namoeHOMOHUYHBIMU U 8KIIOYAIOM 8 ceDs.
Ha PAHHUX CMAousxX NPUSHAKU JHCUPOBOU UHDUILMpaAYUU 2enamoyumos (KpYnHOKAneivbHol u
MENIKOKANENbHOU), 2IUKO2EHOBOU OeceHepayuu s0ep U POKALbHBII 2enamoyeiosPHbIL HEKPo3, a
makaice npeobiadanHue MUHUMAIbHOU U HU3KOU CMEeNneHU aKMueHOCMU 80CHAIUMENbHO20 NPoyeccd 6
COUemaHuu ¢ BblCOKOU 00Jell BbIPANCeHHbIX ubpomudeckux usmenenutl. Kuposas Oezenepayus
eenamoyumos npu BB, eeposmno, ceazama ¢ nospexcoeHuem MUmMoOXoHOpull  8ciedcmaeue
OKUCIUMENILHO20 Cmpecca ¢ NOCAe0yIowumM Hapyulenuem 0OMeHa aunudos, d 0CHAIUMmelbHble
NPOAGIEHUsL — C NEPEeKUCHbIM OKUCIEHUEeM JUNUO08, 00pazo8aHuem Cc80000HbIX PAOUKANIO8 U
UCmoweHuemM 3anacog 2nmamuona 6 pe3yibmame HAKONIAeHUs U30blmKa Meou 8 2enamoyumax.
Onucanvl  cucmonozuyeckue UMEHeHUsE NeYEHOUHOU NAPEeHXUMbl 1O  MUny  aymouMMyHHO2O
eenamuma, B8UPYCHO20, ANKO20IbHO20 U  JIeKAPCMBEHHO20 nopadiceHuss neuenu. Ilo  mepe

NPOCpeccupo8anus NOBPEXCOeHULl napeHxumsl, @opmupyemcs Guopos u, 6nocieoCmsul, Yuppos
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neuenu. OObIUHO 6CmMpedaemcs 2UCMON0SULECKAsl KApMUHA KPYRHOY3I08020 YUPPO3Ad NeYeHU 8 UCX00e
BB, oonako, onucamsl cuyuau u Meakoy3no8o2o yupposda. s KauecmeeHHo20 blsIeHUs 0eNn03UNO8
Meou 8 NeUEHOUHOU MKAHU UCNONb3VIOMCA PA3IUYHbBLE UCMOXUMUYECKUe MemOoObl OKPACKU (DOOAMUH,
pybeanosas Kucioma, opceuH, memod Tummca c cepoii), 00OHAKO, 6ce OHU UMEMm HU3KYIO

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

° Pexomennyercst yuactue B TMarHOCTUKE W BEICHUU MALMEHTOB ¢ bB MynpTUaMCIUMIIIIMHApHOK
KOMAaHJIbl CIICIIMAIIMCTOB BBHJIYy TOTO, YTO 3a00J€BaHHME XapaKTEpU3yeTCs IMOPAKCHHEM MHOTHX
OpraHOB M CHUCTEM, TPeOyeT KOMIUICKCHOW TepanuM, YTO JUKTYET HEOOXOIUMOCTh COBMECTHOTO

BEJ/ICHUS MAIIMEHTA CIICIMATMCTaMu pa3HbIX npodueit [3, 4, 31, 44].

YYP-C; YA -5)

Kommenrapmii: /Juacnocmuxka u mepanus BB ocywecmensiemcss ¢ npusieuenuem ciedyioujux
cneyuanucmos (no KIUHUYeCKoUu HeoOXooumMocmu). epau-neouamp/spad-mepanesm/epay odwel
APAKmMuKu (ceMelinblll 8pau), 8pau-2eHemuk, 6pay-2acmpodIHmMeposoe, 6pad-ohmaniomonoe, 6pau-
HespoJloe, 8paAY-NCUXUAMD, B8PAY-HEPPON02, BPAU-2eMAMON02/8PAYU-0eMCKULL OHKOL02-2eMamooe,

8PAU-XUPYPS/BPAY-0eMCKULL XUPYP2, MEOUYUHCKUL NCUXON02, 8DAYU-NYIbMOHOI02 U OP.

3. .]queHI/Ie, BRJIAKYad MEAUKAMECHTO3ZHYI0 1 HEMECINKAMEHTO3HYIO TEPAIlINU,
AUETOTEPAIINIO, 069360JII/IBaHI/Ie, MEIUIMNHCKHUE NMIOKA3aHUA U IIPOTUBONMOKA3AHUA K
NMPUMEHCHHUI0 METOAO0B JICUCHUHA

3.1 KoncepBaTuBHOE JIeUEeHHE

3.1.1 luemomepanus

o PexoMeHI0BaHO OTpaHMYCHUE YNMOTPEOJICHUSI MPOIYKTOB, OOTaThIX MENbI0, JIO0 HACTYIUICHUS
PEMHCCHU CHUMIITOMOB M HOpManu3aluu (QYHKIUHA TE€YEHH BCEM MalMeHTaM, B TOM YHCIE,
TIOJTYYAIOIUM XEJIATUPYIOIIYI0 TEPANUI0 C IeIbI0 OMPAaHUYCHUS MOCTYILICHHS MEIW B OPTaHU3M U
npenoTBpaieHus e€ Tokcrnueckux addexros [12, 31].

YYP-C, Y1 -5)

KomMmeHTapum: ocpanuyueaiomesi npoOyKmul ¢ 6bICOKUM COOEPHCAHUEM Medu (neyeHb, KpesemKu,
opexu, wokoaao, epudvt). Kax munumym, 6 meuenue nepeoco 200a ieueHus, UCNOIb3Yemcs c60000HAS
om meou 800a, npu HeoObXOOUMOCMU YCMAHABIUBAIOMCS OYUCUMEbHbIE DUILMPbL O]l KOHMPOs
cooepaicanusi Meou 8 8000ONPOBOOHOU 800e, M.K. NpU e€ 00Ccmaske Mo2ym UCHOIb308AMbCS MEeOHblEe
mpyovl. 3anpewjaemcsi UCNONIb308aMb MEOHYIO NOCYOY ONsi NPUSOMOGIEHUS U XPAHEHUs NUU.

Heobxooumo uzbecamv npuéma 6UMAMUHHBIX U MUHEPANbHBIX NPENnapamos, COOepHCAUUX Meob.
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Huemuueckue pexomeHoayuu npueooam K 3ameodleHulo npozpeccuposanus 3a001e6anus, 00HAKO He
MO2YM UCNONb308AMbCIL KAK eOUHCMEEHHAsL TUHUSL MEPANUU.

OchosHbIM Memooom aeyenust BB senaemcs medvanumunupyowas mepanus, a npu pe3ucmeHmHoCmu
K MEOUKAMEHMOZHOM)Y JIe4eHU0 NPO80OUMCs MpaHCHAaHmayus nevenu. Beco nepuoo neuenus moxcHo
pazoumv na Hauanobuylo @azy u gasy noodoepowcusaroweri mepanuu. Kpumepuem nepexoda Ha
HOO0EPHCUBAIOWYI0 MEPANUIO ABIAEMCA peepecc KIUHUYECKUX NpossieHull (ucue3nHoeeHue acyumad,
HCENMYXU, HOPMANUZAYUA MEHCMPYAIbHO20 Yukia, pecpecc konaey Kaiizepa-Daeviwepa, cmoiikas
HOpMAnu3ayusi OUOXUMUYECKUX noxazameneil 6 m.y. 0OMeHa Mmelou, «NeYEHOUHBIXY Gepmenmos u
GdyHKyuu nevenu.

Hauanvuan ¢paza nasnavenus meodvxeramupyrowei mepanuu 8 mepanesmuieckoi 003e OIUmcs He

MeHee 2 niem.

3.1.2 Meduxkamenmosnan mepanus

*

. Ecnu manmenTy BbicTaBieH Auario3 bB, pekoMeH10BaHO Ha3HAUYCHUE NeHUIIIAMHIHA |, 1034
oI0MpPAeTCs HHIUBUAYATBHO, Y JeTeH (10 HHCTPYKIUHU ¢ 3 51eT):- 20 MI/KT Beca, , Y B3pOCIBIX - J0
1500-2000 Mr ¢ menbio CBS3bIBAHUS CBOOOTHON MEIU U YCKOPEHHUs e€ SKCKpenuu ¢ Moyoi [3, 4, 31,
69, 70, 71].

YYP-C, YA -5)

KomMenTapuii: sgisemcs npenapamom wibopa npu aevenuu Gonesnu Bunscona. Hemuyumiamun

npeocmasisiem co0ol NpPou3eoOHOe NeHUYUILIUHA, MONEKYId KOMOpP0o20 COO0epHCUm C80000HYIO

CYNbUOPUNBHYIO  2PYNNY, C NOMOWDBI KOMOPOU OCYWECMEIAEeMCs XelamopHas aKmueHOCb

dannozo npenapama. Henuyunnamun’ moGunuzyem meds us nevenu u Opyeux opaHos u y8eludueaen

eé MOuesylo SKCKpeyuio, a maxdice UHOYYUDYem CuHmes Memaniomuoneunos. #llenuyuniamun

Hasnauaemcst 3a 30 munym 00 unu yepes 2 uaca nocie npuéma nuwyu, m.K. e0a CHUNCaem KuuleuHyo
abcopbyuro npenapama.

Ilepenocumocms NEHUYULTIAMUHA™™ MOHCHO NOBBICUMb, HAYAE C NOCMENEeHHO20 YenuUdeHUs
003wl [3]. Tepanesmuueckasn 003a neHUyuaLaAMuna™> y oemeii ¢ 3 sem (no UHCMPYKYUU) COCMaegisiem
20 me/ke/cym. Hayunams neuenue Heobxo0umo ¢ no108UHHOU 0036l — #nenuyuinamun 10 me/xe/cym 6
3asucumocmu om eozpacma (125-250-500 me) ¢ nocmenenuvim ygenuuenuem na 125-250 kasicovie 5-7
onett 00 mepanesmuyeckot [3, 31, 139]. V e3pocavix nauanvuvie 003v1 #nenuyunnamuna npu mepanuu
cocmasnsirom 125-250 me 6 cymxu ¢ nocmenennvim (kaxcovie 4-—7 Onelt) ysenuuenuem 003vl Ha 125—

250 me 0o neuebnoti dozuposku 1000—1500 (0o 2000) me 6 cymku, komopas mModcem HAZHAYAMbCS 8

2-4 npuema (na npaxmuxe - wawe 3-4 npuema) [3].
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Koppexyus 00361 npenapama npouzeooumcs no mepe CHUNCEHUA IKCKpeyuu Meou ¢ CymouHoll
mouou. Tepanus nasnauaemcs nosicusnenno. llayuenmol, npekpamusuiue npuém NeHUYUIIAMUHA™™,
HAXO0O0SIMCsL 8 2pYNne pUcke no pa3eumuio 0eKOMNeHcayuu QyHKYuu neyeHu.

Heoicenamenvvie peakyuu Ha (one mepanuu NeHuyuIIaMUHOM — DPA36USAIOMCS NPUMEDHO 6
30 % cayuaes. ¥V nayuenmos co cmewannoii (¢ negponrocureckumu nposeienusimu) gpopmoii bB ¢ 30 %
cnyuaes ommeyaemcs yXyouleHue HegpoiocudecKol CUMNMOMAMUKY, YMO C8A3AHO C UHOVYUPOBAHHOT
8bICOKOU MOOUnU3AYUell MeOU U3 NeYyeHu U 20108H020 Mo3zed. Y yacmu nayuenmoé ¢ BB na gone
mepanuu Modicen pazeumbCsi OCMpas Allepeuteckas peakyus 68 6Uuoe Coblnu, TUXopaoKu, KpanusHUuybl.
Boszmoorcno pazsumue nooocmpoi moKCUueckou peakyuu 8 eude npomeurypul, yeHemeHus QyHKyuu
KOCMHO20 Mo32a. Mooicem umems mMecmo makice XpoHuueckoe MOKCUUecKoe Oelicmseue Ha KOXHCy
(npesicoespemennoe cmapenue, Oegpekmol 6 GopmMuposanuu pyoyosol mMKAHU), AVMOUMMYHHbIE
3a601e6anHus (CUCMEeMHAs KPACHAS! 60TYAHKA, apMPUmbl, NOSblULEHUe AHMUHYKIIEAPHO20 (aKkmopa), a
MaKoce CHUICEHUE pesucmenmuocmu K ungexyuam. Tlpu npumenenuu nenuyuiiamuna paseueaemcs
oehuyum nupudokcuna, umo mpedyem nasHavenus #nupuookcuna** ¢ doze 25-50 me/cymru [3].

Ipu ceéoespementom koppekmuom aevenuu y 90 % nayuenmos ommevaemcs NOA0ICUMETbHALL
OUHAMUKA C HOPMARU3AYUell NeYEHOUHbIX MapKepos 6 meuenue 2—6 mecayes [12].

Ilpomueonoxkazanuamu K  NPUMEHEHUI0  NeHUYUWIIAMUHA™™  AGNAIOMCA  NOBbLULEHHAA
YYBCMBUMENLHOCIb K NEHUYUIIAMUHY™ ™ U Opyeum KOMHOHeHmam npenapamd, azpaHyioyumos,
noueuHasi HeOOCMAaMmoOYHOCMb, HAPYUEHUSI 2eEMON033d, OeMCKUll 8o3pacm 00 3-x iem.

B cpeonem, konmponv mepanuu nposooumcs 2paza 6 mecsy Ha NPOMANCEHUU Nepeo2o 200d
mepanuu, danee — edxcecoono [100, 92].

Konmponv neuenus Ooemsam npoeooumcs, kaxk npaeuno, uwawe: 1 paz 6 Hedentro Ha smane
cmapma mepanuu (8 nepewviii Mecay i1edeHus) u 8 nepuood No8vluleHUss 003bl NeHUYULIAMuna **, danee
nabopamopuvie U UHCMPYMEHMATIbHbIe UCCLeO008AHUSL NPOBOOAMCs Kadcovle [-3 mecaya 00
HACMYNJIeHUs PEMUCCUL, ROCTIe — Kadcoble 3—6 mecsayes (603modicHo uaue no noxkazanusim) [12].

Hecobnoodenue pexcuma mepanuu mModxicem npusecmu K YepOorCcaoujemy HCU3HU COCHOSHUIO,
NOdMOMY NpU  HU3KOU KOMNJIAEHMHOCMU UHMEPBALbL MeNCOY KOHMPOIbHBIMU UCCLE008AHUIMU
O0JDICHLL  OblMb  KOpoue, O0CODEeHHO JMO Kacaemcs HAyueHmos mnoopocmkoso2o eo3pacma. K
KOHMPOIO Mepanuu OMmHOCAMCAL:

- QusuranvHoe 0bcredosanue (8visagieHue Hogou cumnmomamuku BB unu pazeumue nesxceramenvhvix
peaxyuil Ha ¢hone mepanuu);

- Hccneodosanue cooepoicanus meou 6 cymounou moue. Llenesoil ouanazon yposHs 3KCKpemupyemou
CYMOUHOU Medu ¢ MO4OU Ha ghone noddepacusaioweii xeramuou mepanuu cocmasisem 200—500 mke
(3-8 mrmonv) 6 cymxu [3,12, 31];

- Hpoeec)eHue anaiusa Kpoeu OUOXUMUYECKO20 06u¢emepaneemultecmzo (onpedeﬂenue akmuerHocmu
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ANAHUHAMUHOMPAHCPepaszvl 8 KPOo8U, AKMUBHOCU ACNAPMAMAMUHOMPAHCchepasvl 8 KposuU, YPOGHS
00we20 OUNUPYOUHA 8 KpOoSU, YPOBeHb OUNUPYOUHA CBA3AHH020 (KOHBIOSUPOBAHHO20) 8 KPOBU,
onpeoeneHue akmusHOCMu WealouHou hochpamasvl 8 KposuU, 2amma-2IromamMuimpancgepasvl 8 Kposu,
VPOBEHb KpeamuHUuHa 6 KposU, YPO8eHb Mouesunvl 6 Kposu). IleueHoumvie noxazamenu Ha @owe
xXeramuou mepanuu Hopmanuzyiomest ¢ meuernue 3—12 mecayes [31];

- Oyenka o00weeo (KIUHUYECKO20) aHAIU3A KPOBU  PA3BEPHYMO20 — MOHUMOPUPOBAHUE
HedicelamenbHblX  peakyuli Ha ¢one mepanuu. Moeym onpedensimvcs aHemus, HeUmponeHus,
mpomooyumonenus [44];

- /na ceoespemMeHHO020 BbIABNIEHUS HeHCeNameNbHblX peakyulli Ha (QoHe Xeramupyrowenu mepanuu
(nenuyuniamun**), nanpumep, npomeunypuu, ciedyem KOHMPOIUPOBAMb  OOWEKIUHULECKULL
(KIuHuYecKuil) anaius modu He pedxce, wem I pas 6 6 mecayes uiu yauje no nokazanusm [3, 45];

- Edceco0noe obcnedosanue 6pavom-ogpmanbMonio2om ¢ 0CMOMPOM NPU NOMOWU UjeNe8ol IAMNbl Ois
Habaooenus 3a koavyamu Katizepa-@netimepa. llosenenue xoney Katizepa-®netiwepa u nHanuuue
U3SMEHeHUll 8 OUOXUMUYECKUX NOKA3AMENAX YKA3bl8arom HA HeoOX00UMOCMb KOPPEKYUuU mepanuu uiu
Ha HecoON00eHUe MePAnesmuUiecKo20 percuma nayueHmoM;

- IIposeoenue neun8azusHvIX UHCMPYMEHMAIbHBIX UCCIe008AHUL, MAKUX KAK 1ACTOMempus neueHu,
VIbMPA38YKOBOE UCCIe008AHUE OP2AHO8 OPIOWHOU norocmu (komniekchoe) e pexce 1 paza ¢ 6—12

Mmecsyes.

o PexomeH10BaHa Teparusi BTOPOTO psja MpernaparaMu UHKa (#uHKa cyib(ar) nanueHTam ¢
bB npu HenepeHOCHMOCTH TEHUIMIIIAMUHA™** ¢ 11eNTbI0 CHUKEHHSI BCACHIBAaHUS MEIU B KHUILICYHHKE
B 03¢ 150 Mr B CyTKH 3IIEMEHTapHOTO LIMHKA B TPH MpHUEMa y B3POCIbBIX, Y JAeTel Miaaie 5 Jer —
25 MT 3JeMEHTapHOro IMHKA 2 pa3a B CYTKH, y AETel crapiie 5 jJeT — 75 Mr/cyTku (eciu peOeHOK
Becut Menee 50 kr) wim 150 mr/cytku (ecnu macca tena 6onee 50 kr) B 3 mpuéma 3a 30 MUHYT 10
npuéma mamw [3, 73, 74, 75, 77, 146].
YYP-C, YO -4)
KommenTapuii: yunxk nooasnsem 6cacvl@aHue Mmedu 6 KUWMEYHUKE U NPUMEHAEmcs KAk
anomepunamuenoe Jjevenue npu BB. [lpenapamer yumka uHOyyupyrom - MemaiiomuoHeuHbl
IHMEpPOYUmos, 001a0arWUX BbICOKUM CPOOCMBOM K MeOU U CEA3bIBAIOWUX e€ 6 dnumenuu
Kuweynuxa. Ilpenapamel yuHka npensmcmeylom 6CACLIBAHUI0 MeOU 6 CUCEMHbI KPOBOMOK U
cnocobcmeyrom eé evigedenuro ¢ kaiom. Ilpenapamol yunka menee MOKCUUHbBL, YeM Xelamupyouas
mepanus [13, 74].
Ohgpexmusnocmv mepanuu YyuHKoM credyem oyeHu8amy no KAUHUYECKOMY U OUOXUMUYECKOMY
VAYUWEHUIO, USMEPEHUI0 CYMOYHOU IKCKpeyuu Meou U YUHKA C MOYOU. YpoeeHb dKCKpemupyemou

Meou Ha noddepacusarouett mepanuu 00INceH Haxooumocs 6 ouanasone 30-75 mxe ¢ cymku (0,5-1,2
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MKMOb 8 CYMKU); coOepaicanue meou 8 cymounou moue nudxce 30 mKe ykaszvieaem Ha nepeoo3suposKy
npenapamom. Ypoeeub cbl8OpOMOUHO20 YUHKA U IKCKPEMUpyemo2o YUHKA cledyem no00epicusams
soiute 125 mxe/on u 1,5-2 2/cymxu, coomsemcmeenno [31, 76]. V nayuenmos ¢ nopasicenuem neuenu
MOHOMePaAnus NPenapamami. YUHKa HedoCmamoyHo s¢hghexmuena u He oondicna npumensmocs [31].
Bosmoorcnvie nescenamenvhvie peaxyuu: co cmoponvl KKT ommeuaemcs pazopadicenue
CU3UCMOU  000NIOUKU  JHCeNYOKA, NOBblUEHUEe AKMUBHOCMU MPAHCAMUHA3 6 Hayane JleyeHus.
Ipenapamul yunka mocym o061a0ames UMMYHOCYNPECCUBHBIM IPDEKMOM U YMEHbUUAMb XEMOMAKCUC
netikoyumos. Moocem npouzoumu nogvliuerue aKMUGHOCMU Cbl8OPOMOUHOU unasvl u (Ui) amuiasol
0e3 KIUHUYeCKUX NpOosAGIeHUll NaHKpeamuma. YcuneHue He8poI0cUecKol CUMNMOMAMUKY NpU
NpUMeHeHUU Npenapamos YuHka ecmpeuyaemcsi pedko. beszonacnocmv 6vicokux 003 npenapamos

YUHKA OJIs1 NAYUEHMO8 C HAPYUIEHUSIMU PYHKYUU NOYeK noka He onpedenena [18].

o [TaruenTam ¢ GecCUMOTOMHBIM TeueHHeM bB pekoMeH0BaHO pacCMOTPETh BOIPOC O BHIOOpPE
B KadecTBE Ipernapara MepBOW JIMHUU TpenapaThl IIUHKA B CBSA3M C MEHBIIMMH HEXKeIaTeIbHBIMH
peakIisIMK 110 CpaBHEHUIO ¢ neHummuiamuaom**[70, 79, 80, 81, 82, 137].

YYP-B, Y] -2)

KommenTapmii: npu pewenuu eonpoca o HasHauenuu mepanuu npenapamamu yuwka (#Lunxa
cynvpam) cnedyem nNpuHAmMb 80 BHUMAHUE, YMO NPU HAIUYUU KIUHUYeCKUX nposeienuti bB
npenapamom evibopa ocmaemcs neruyuinamun™* [3, 4, 31]. Ilpu napacmanuu riunuueckux
NpOosGNeHUll U OUOXUMUYECKUX USMEHEHULl Cledyem HASHAYUMb NeHUYUIAMUN™™.

Pacnpocmpaneno mnenue 06 s¢hghexkmusHocmu  KOMNIEKCHOU mepanuu NeHUYUIIamMuHomM™* u
npenapamamu YuHkd, 0OHAKO OAHHLIX OMHOCUMENbHO 9MOU MOYKU 3PeHUss HeOOCMAMOYHO.

Ilpu coemecmnom npumenenuu npenapamos YUHKAa ¢ NeHUYUIIAMUHOM™ ™ UHmepea mexncoy npuemom
0011cen cocmaesname He menee 2 4dacos.

. PexoMeH0BaHO Ha3HAue€HHE TPUEHTHHA ManuMeHTamM ¢ bB B kauyecTBe mnpemapara BTOpPOH
JUHUHM Tepanuu TpU HENEePeHOCMMOCTH TMEHUIIIaMUHA Kak albTEPHATUBHOTO Xelaropa Meau
[146,147,148].

YYP-B, Y1 -2)

KommenTapum: mpuenmun He menee 3(phekmueno, uem NeHUYuLIaMUuH, Ces3bl8aem U 6bl600Um meob
¢ moyou npu bB.

IIpenapam moowcem 6vimv npeonoumumenvhee 0 nayuenmos ¢ bB, y komopwix umeemcs
msdicenas mpomooyumoneHus Uil Helumponenus, Komopole MO2ym 603HUKAMb NPU CNIEHOMe2AIUU 8
pamkax cunopoma eunepcnienusma. Ilapaookcanvnoe negponocuueckoe yxyouieHue nocie Hauand
JleYeHUs: MPUeHMUHOM, NO-8UOUMOMY, 8CMPedaemcs pedce, 4em npu npueme NeHUYUIIaMund, Xoms

NPSAMO20 CPABHEHUs HUK020a He nposodunocs [146].
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Tpuenmun OvL1 3¢hghekmusnoll HauanbLHOU mepanuell 01 NAYUeHmMos, 0adice ¢ NePEOHAUATIbHO
0EeKOMNEeHCUPOBaHHOU (PyHKyuell nevenu. Hmeowuecsi OauHble CEUOEMENbCMBYIOM O MOM, UMO
mpueHmuH 6ezonacen u d¢ppexmusen y neouampuieckux nayuenmos ¢ bB.

B 6onvwuncmee cnyuaes 6ce nobounvie 3¢hhekmvl NEHUYUIIAMUHA NOCAE €20 OMMEHbl
npoxo0am u He 80300H061AIOMCA npu npueme mpuenmuna. Cymounas 0o3a npenapama cocmaeiiem
1-2 2 6 mpu npuema 3a 60 munym 0o edvl unu uepe3 2 uaca nocie npuema nuwu. B nauanvnou aze
mepanuu mpueHmun o0vluHO HasHauaemcs 6 0oze 750- 1500 me/cym., 6 nodoepaicusarouseli - 8 003e
250-500 me/cym., pazoenennoii Ha 2-3 npuema.

Tpuenmun 0OHOBPEMEHHO C MeOdbl0 Xeramupyem xceie3o, N0IMoMy HeoOXooumo uzbezams
COBMECMHO20 88€0eHUs IMO20 Npenapama u npenapamos KHceie3d, maxK KaKk ux KOMNIeKC MmoKCUYEH.
Tocnedcmeuem uzbLIMOUHOU Mepanuu Modxcem cmames 0OpAMUMAs CUOepoOIACMUYECKdsi aHeMUSL.
Tlokaszano, umo nobouHvle peakyuu, HabIOOAEMble NPU MEPANUU NEHUYULIAMUHOM, YMEHbUUAIOMCSL
npU 3amMeHe e20 MpUeHmMUHOM, U UX peyuousa npu OIumelbHOM npueme npenapama He ommedaemcs.
YV 0emeii 0o3a cocmasnsiem 20 me/xe/ cym. (moxcro okpyeaums 0o oaudicatiwux 300 me) 6 2-3 npuema.
Ilpenapam npunumarom 3a 1 uac unu uepesz 2 u nocie eodvl, 3anueas 600oi. IIpenapam ne cmabuien
npu 8bICOKOL memnepamype, no3MoMmy €20 Ciedyem XpaHums 8 X0100UTbHUKE.

Hexomopuvimu  uccnedoeamenamu  Obl1o0  8bICKA3AHO — NPEONONONCEHUE, UMO  BO3MONCHO
npumenenue mpuenmuna 1 paz 6 Oewb 6 Kauecmee noodoepxcusaroujeni. mepanuu. B cnyuae
noomeepocoeHus 8 6ojiee KPYNHuIX UCCIeO08AHUAX MAKOU PeAHCUM 003UPOBAHUS NOMOIHCEm 00O1ec4ums
kauecmeo sncusnu nayuenmam. [150].
Konmponw 3¢pgpexmuernocmu: xak npu mepanuu neHUYULIAMUHOM.
Koumpons nobounvix agpgpexmos: nposedenue oobueco (KiuHu4eckoeo) anaiuza Kposu pa3eepHymoczo,
HUccneoosanue yposus dcenesa cvisopomku kposu. Yacmoma, 6 cpeonem, 1 paz 6 3 mecsaya.
Ilobounvie 3¢hpexmoi: Haubonree msadxicenbIM NOOOUHBLIM IPheKmom sAenaemcs cuoepodIacmHA
anemus. [151].

3.1.3 CumnromaTnyeckasi Tepanusi HeBpoJIOruyeckux nposijienuii bB

3.1.3.1 lucmonus

Y nanuMeHToB C  YMEPEHHOM WM  BBIPQXEHHOM  JHCTOHWMEH  BO3MOXHO IIPUMEHEHHE

AQHTUXOJMHEPTUIECKAX CPEICTB, B COOTBETCTBUU C KIMHUYECKUMHU PEKOMEHIAIUSAME «JlHucTOHMS»
[103, 105]. Beibop mpenapara 1 MeTO/1a JICUSHHS ONIPECIISCTCS KITMHUYECKOH CUTYaIueH.

3.1.3.2 Tpemop

. He pexomennoBano npu bB, conmpoBosaromerics JerkuM TPEMOPOM PYTHHHOE HAa3HAUEHHUE
CTEeIMATbHBIX BMEIIATENbCTB, T.K. B OOJBIIMHCTBE CIIydaeB MaHHAs CHUMITOMATHKA pa3peracTcs
CaMOCTOSATENIFHO Ha (POHE Tepanuu 0CHOBHOTO 3aboneBanus [103].
YYP-C, YA -5)
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. PexomenngoBano npu bB, compoBoxmaromieicss TpeMOpOM, BIUSIONIMM Ha ITOBCEIHEBHYIO
AKTHBHOCTh Ha3HA4YCHHE JICKAPCTBEHHOW Tepamuu (Hampumep, #mnporpanonon** (40-240 mr/cyTkw,
npoTtuBonokazan a0 18 ner), #xinonazenam™* (0,5-4 mr/cytku), #npumumon™** (62,5-750 mr/cyTku)
[103, 105].

YYP-C, Y1 -5)

3.1.3.2 Ilapxunconusm

[TanieHTaM ¢ CcHUMITOMaMd TapKUHCOHM3MA TMoka3aHo [105] JjeueHne B COOTBETCTBHH C
KJIIMHUYECKUMHU pexkoMenaanusamMu «bone3ns [lapkuHCOHA, BTOPUYHBIM TapKUHCOHU3M U JIpyrue
3200JIeBaHUs, TPOSBISIONINECS CHHIPOMOM MAPKUHCOHU3MA.

3.1.3.4 Xopes

. B3pocneim  marnuentam ¢ BB u  BeIpaXkeHHOM XOpeell PeKOMEHI0BAHO pPACCMOTPETh
Ha3HavyeHue #rerpabenasuHa** (craproBas no3a 12,5 mr/cyrku, cpemusist no3a 50-75 mr/cyrkm), ¢
1enbio oonerdenus cumnromos [103, 105].

KommenTapuu: Jaunvie 00 3¢hghpexmusnocmu cumnmomamuyecko2o ievenus xopeoamemosa npu bB

OUYE€Hb OCPAHUYUEHDbL.

3.1.3.4 Amarxcus

. PexomenaoBaHo paccMoTpeTh nanenTaM ¢ bB u atakcueit npoBenenre pu3nyeckon Tepanuu
—eueOHOM (U3KYILTYPHI, HANPABICHHOW HA TPEHHUPOBKY KOHTPOJS X0aAbObI M paBHOBecus [103,
104].

YYP-C,¥YI]J-5)

KommenTapuu: Yciyeu no ¢usuueckoi mepanuu: Jleuebnas guskynomypa npu 3a001e8aHusx
YEeHmpanbHOU HEpeHOU CUCMEMbl U 20JI06H020 Mo32d, Jleuebnas Qu3KyIbmypa ¢ ucnoib308anuem
annapamos u mpeHasicepos npu 3a001e6aHUAX YeHMPATbHOU HEPBHOL CUCeEMbl U 20J08H020 MO32d,
Koppexyus Hnapywenus oeueamenvHou @QyHkyuu npu nomowu OUONOSUHECKOU 00pamHou C6é:a3u,
Ilocobue no 6occmanosneHuro no3o-cmamuieckux QyHkyui, /Junamuieckas nponpuoKoppeKyus.

3.1.3.5 luzapmpus

o PexomengoBano nmauvientam ¢ bB u auzapTpueil npuMeHSATh METOJIbI pelaKCallud B cllydae
JUCTOHUYECKON U3apTPUU, METO/IbI, YIYUIIAIOIINE CKOPOCTh PEUYH B CIydyae MO3KEUKOBOM aTaKCUH,
a TaK)kKe TPOMKOCTh U apTHKYIIAIHIO B ClTydae THIOKMHETHYecKoi au3aptpuu [103].
YYP-C, Y1 -5)

Kommenrapumn: Jleuenue ousapmpuu npu BB ne asnsiemca cneyuguueckum, HO OCHOBAHO HA
00WuUX npasunax nedenus Ou3apmpuu, U Nno0xXo0 6 OCHOBHOM 3ABUCUM OM KOHKPEMHO20 Muna
HapyweHus peyu. Y nayuenmoe ¢ MAnONOHAMHOU peyblo Mmepanuio ciedyem KOMOUHUPOBAMb C

AbMEPHAMUBHBIMU CNOCOOAMU KOMMYHUKAYUU (Hanpumep, NUCbMO, Hcechmbul, npubopel ¢ @yHKyuel
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npeobpazoeanus NUCbMEHHOU peyu, KOMNblomep, CMapm@oH U m.n.) ¢ Yeivio NOGbIUEHUsS Kauecmeda
JHCUBHU NAYUEHMO8.

Jloeconeouueckue ycayeu: Meouxo-noconeduueckoe ucciedosanue npu oucghaeuu, Meouko-
Joeoneduyeckoe ucciedosarue npu aghasuu, Meouxo-noeconeduneckoe ucciedosanue npu OU3apmpuu,
Meouko-noeoneduueckas npoyedypa npu oucghazcuu, Meduxo-noconeduueckas npoyedypa npu
agasuu, Meouko-noconeduueckas npoyedypa npu ouzapmpuu, Meouko-10coneduyeckas MmoHAIbHO-
pummuyeckas npoyedypa, Meoduko-noconeduueckas npoyedypa ¢ UCnoib308aHuem UHMEPAKMUBHBIX

UHGDOPMAYUOHHBIX MEXHONI02ULL

3.1.3.6 lucchacusn

o PexoMeH/10BaHO B KayeCTBE CTAPTOBOW TEpalMU NPH HETHKENBIX MPOSBICHUAX aucharuu
IPOBOJUTh KOPPEKLHMIO MHINEBOTO TMOBENEHUS M (PHU3HOTEpANHi0 C M[EIbI0 TMPEIOTBPAIICHUS
acrupanroHHbIX nporeccos [103].

(vypP - C, yaAa - 5)

KommenTapwmii: [layuenmam cnedyem pekomenooeams NPUHUMAmMs RUWLY 8 CHOKOUHOU 0OCMAHOB8Ke
(be3 npocmompa menesuzopa, He pazeco8apusams 60 pems eobl, He NPUHUMAMb RUWY, eClu NayueHm
ymomaén u m.n.). Credyem ecmo u numos MeOieHHO, MWAMeENbHO NPOAHCEGLLEAS NUWLY, He NPUHUMAMD
HOBYI0 NOPYUIO e0bl NOKA He NPO2iiodeHa npeoblOyuas.

Tayuenmam co CHUNCEHHOU NOOBUNCHOCMBIO A3bIKA U HAPYUEHUSMU 2IOMAHUL MO2YM OblMb NOIe3HbI
CneyuanbHvle NOJI0NCEHUsL Mmeld, Hanpumep, NOJI0NCeHUe 1éxca Ha OOKY nod yenom 45° 6o epemsi
27IOMAHUSL.

Ilepeo Hauanom mepanuu Oucgacuu credyem, NO BO3MONCHOCMU, NPEKPAMUmMb JedeHue
Ce0amueHbIMU NPenapamamu. 160 cokpamums 003bl 00 0OHOU neped CHOM.

Takowce cnedyem no 603MOICHOCHU OMMEHUMb XOAUHOOIOKAMOPbL, HAZHAYEHHbLE OJisl YMEHbULCHUS.
CIIOHOOMOEIEHUsL NPU NOSABLEHUU OUChazuu, m.K. CYXOCHb 80 PIY MONCEm YXYOuuUms 210manue.
Cnedyem uzbecams Cyxou u TUNKOU NUWU.

Boszmoorcno ucnonvzosanue 3azycmumerneti Ha OCHO8e Kpaxmaid.

. PexomenaoBaHo mpu TSOKENONH HEKOPPEKTHPYyeMOM auc(aruu ycTaHOBKAa HA30racTpajbHOTO
30H/Ja W TPOBEJCHHWE KOPMIICHHUS Yepe3 30H//Ha30TacTPANbHBIA 30HJ C IENBI0 MPEJOTBPAIICHHS
acripanuu ¥ nedunura nuranus [103].

YYP-C, YA -5)

Kommenrapumn: Hazoeacmpanbhvlil 30HO MOXMCEM UCNOIb308AMbCA BPEMEHHO Ol OONOIHUMENbHO2O

numanusl y nayuennoe, Komopble mMocym npurHumanio nuify camoCcmosmelbHo.
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o PexoMeH/I0BaHO PacCMOTPETh IMOCTAHOBKY TacTPOCTOMBI HAlMUEHTaM C TOCTOSIHHOW W (WITH)
nporpeccupyromei gucharueit TSHKENo CTeneHl Ipy HATWYHK WM OTCYTCTBHH IOTEPU MAcCChl TeJa,
0e3 IpU3HAKOB YJIYYIIEHHUsS HEBPOJOTMYECKUX CHMIITOMOB Iocie | Mecsla XenaTupyrolled Tepanuu
[103, 104].

YYP-C, Y] -5)

KommenTapuu:

Heobxo0umo ymounums nanuyue/omcymcemeue meou 8 cocmage Mamepuana 30H0d.

3.1.3.7 Cnronomeuernue

o PekoMeHI0BaHO HCIOJIb30BaHHWE HEMEIMKAMEHTO3HBIX METOJOB (JKeBaTelbHasl PEe3MHKA WU
COCaHUeE JIEICHIIOB) MPU CIIOHOTEYEHHUU C LI€JIbI0 YMEHbBIIEHUS CUMIITOMATUKHU 33 CYET CTUMYJISLIUU
[JIOTaHUs TanuMeHTaM co cionoreuenuem [103].

YYP-C,YI/J-5)

. PexomengoBaHo HalMEeHTaM co CIIFOHOTEYEHHEM pu HedPPEKTHBHOCTH
HEMEJIMKAMEHTO3HbIX METOJOB TMPUMEHEHHE aHTUXOJIMHEPTMYECKUX IMpermapaToB (Hampumep,
#rpurekcudeHuUIT** (CTapTOBas 1032 2 MI' C TIOCTEIICHHBIM MOBBIIICHUEM, 00BIYHO JOCTaTOYHO 30
Mmr/cyTku), lunu BBeneHHEe #BOTYIMHMYECKOrO TOKCHMHA THMA A-TeMarrjJlOTHHUH KOMIUIEKC** B
OKOJIOYIIHBbIC CJIOHHBIC JKeJe3bl U (WJIM) MOAHWKHEUYCTIOCTHBIC CIFOHHBIC JKENe3bl C IEJbo
yMeHbleHus canuBanuu (3ddexTrBHbIe 10361 BapbupyroT OoT 10 10 300 enunui, AeiicTBIE Npenapara
mmtest 1,5-6 mecsies) [103, 138].

YYP-C, YA -5)

. Tepanuio >NUIENICHM PEKOMEHJA0BAHO IIPOBOAUTH COINIACHO CTAaHAAPTHBIM NOAXOJaM K
NPOTHBOAMJICTITUYECKON Tepamnuu ¢ IeNbI0 KYIMMPOBAaHUSA W TpeaoTBparieHuss npuctynos [34, 90,

103, 104].
(YYP - C, VIIJI - 5)

KommenTapuu: /[na mozo umobOvl He 6bl36amb NeYEéHOUHOU Oucyukyuu, ciedyem uzde2amo
NPUMEHEHUs NPOMUBOINUNENINUYECKUX NPEenapamos ¢ HNOMEHYUANbHbIM — 2eNnamomoKCUYECKUM
agppexmom (nanpumep, sanvnpoesas kucioma *¥).

o Pexomenayercsi TCUXONATOJOTHYECKHE M TOBEJACHUYECKHUE CHMITOMBI KOPPEKTHUPOBATH TaK
XKe, KaKk M TpH TOJOOHBIX HApPYMIEHHWAX WHOW HTHoNoruu. llpm sToM cremyer wu3berarthb, MO
BO3MOKHOCTH  IIPENapaToB, OCHOBHOM  HEXKENATENbHOM  pEaKkIUell  KOTOpPBIX  SIBISETCS
rematorokcuuHocTh [107].
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(YYP - C, VI - 5)

3.1.4 Tepanus 6o epemsa d6epemennocmu u 2pyoHo20 6CKAPMAUBAHUA
o PexoMeH10BaHO TIPOIOIDKUTE Tepanuio bB npu 6epeMeHHOCTH U B TIOCTIEPOIOBOM MEPHUOJE C
LeNbl0 coXpaHeHusl TeueHuss BB B cTaauum peMuccuu, OAHAKO, YUYMTHIBAsS OMACEHHUS IO MOBOIY
MOTCHIMATBHON TEPaTOreHHOCTH (OMUCaHa PEIKO — TOJNbKO MpU TpUEME BBICOKHX JI03) U C
BO3MOXXHBIM 00pa3oBaHueM pyOIIOB IMOCIE KecapeBa CEYCHHUS WJIH DJIH3UOTOMHUH BCJICICTBUE
HapyIICHUsS CHHTE3a KOJIJIareHa, cjelyeT CHU3UTh J03bl XeJIaTUPYIOIIeld Tepanuu Ha MPOTSKEHUH
Bcel OepemenHoctr Ha 25-50 % ot ncxomnoi. Tepanuro #umHKA Cyab(paToM MOXHO COXPaHATH 0€3
KOppeKTUpoBKH 103bI [12, 3, 92, 108].
YYP-C, YA -5)
KommenTapuii: V 6epemennvix maxcumanvHas cymouuas 003a He 00axcHa npegviuiams 1000
me/cym, 6 3 mpumecmpe — 300-600 me nenuyunramuna** [3]. Heob6xooumo nposooums KoHmpos
J1abopamopHeix noxkazamenel oomena meou coanacho Mucmpykyuu Kk npenapamy, Ho He pexce 1 paza
6 3 mecaya. Ecnu nianupyemcs kecapego ceuenue, mo cymounas 003a 001x#cHa bvimv He 6oaee 250 me
6 nocneonue 6 Heoeib OepemMeHHOCIU U 8 NOCIeONEPAMUBHOM NEPUOOE 00 NOTHO20 3ANHCUBTIEHUS.
Kamezopuuecku nenvzs ommenams mepanuio npu HACMYNIeHUU OEPeMEHHOCMU 6 C8sA3U C
B03MOACHOCIBIO PA3BUMUS OCTONHCHEHUI.

Jlannwix o npumenenuu mpuenmuna 6o epems bepemennocmu y nayueHmox ¢ bB nemnozo. Tem
He MeHee CHUMAaemcsi, 1e4eHus 60 8pemst bepeMeHHocmu HeoOxo0umo npoodonxcams [146].
. He pexomenayercss manmeHTtkam ¢ BB ocymiecTBisTe rpyaHoe BckapmiiBaHue Ha (oHE
NPUMEHEHHS XEIaTHPYIOIIEH Tepauy, B YaCTHOCTH, MEeHUIIWIaMuHa** u Tpuentunal3,108, 92,146].
YYP-C, Y1 -5)
KommenTapuii: Odaunuvix omuocumenvno enusHus #Hyuumka cyavgpama (npenapamos yunka) Ha
2pyoHo20 pebénka 6 nacmosujee epems neoocmamoyno. Ilpu smom umeromes OaHHble 0 803MONHCHOU

6e30nacHocmu NPUMeHeHUs Xelamupyrouell mepanuu 60 epemsi epyoHo2o eckapmaueanus [108].

3.2 Xupypruueckoe JieueHue
3.2.1 Tpancnaanmayus neuenu

L PexomenmoBano MMPOBCACHUEC TPAHCINIAHTAIUW NCYCHU IPW HAJIWUYHU MOKa3aHMIA: Pa3sBUTHC
OCTpOﬁ MEYEHOIHOM HEAOCTAaTOYHOCTH, HCB(I)(I)CKTI/IBHOCTB XeJaTHOH TCpaIu B TCUCHUC HCCKOJIBKUX
MECALCB Yy MAaIMEHTOB C JCKOMIICHCUPOBAHHBIM IIUPPO30OM IICYCHHU; BO3HUKHOBCHHC TSKETOM

MpOorpeccCUpyromeid mMe4Y€HOYHON HEAOCTATOYHOCTH TPH CaMOCTOSITEIIPHOM MpPEKpaIICHUH JICUYEHU,
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paccMOTpeTh MPH MPOTPECCUPYIOIIUX U HEOOPaTHMBIX HEBPOJIOTHYECKUX HapymeHusx [3, 4, 31, 83,
85].

(YYP-C, ¥ -5)

KomMmeHnTapuii: gvioicusaemocms nayueHmos 6 meyeHue 200a nocjie ypeeHmHou mpanCcniaHmayuu no
10800y PYIbMUHAHMHOU NeYéHOUHOU Hedocmamounocmu npu BB oocmueaem 70 %, 6 omcymcmaue
MPAHCNIAHMAYUU BbIHCUBAEMOCb cOCmagisaem eOunuunvie ciyyau. Ilpu mpancnianmayuu neyenu
Ha cmaouu OeKOMNEHCUPOBAHHO20 YUPPO3A NEYEHU BbIJICUBAEMOCMb NAYUEHMOE8 8 MmeueHue 200d
cocmasensem 95 %, uepez 5 nem — 83 %, uepez 10 nem — 80 %. Viyuwenue mesponocuueckori
CUMNMOMAMUKYU nocie mpancnianmayuu naobniooaemcs 6onee yem ¢ 50 % cnyuaes. Oonaxo eciu
HeBpoocUYecKas CUMNMoOMamuka nepcucmupyem oOonee 2 jgem Ha (one Jjeuenus, YiyyuileHue
pe3ybmamos nocie nposedeHusi OpMmomonuUYeckol MmMpancnianmayuu nevyeHu Ui npoooalCeHUs
Xelamuol mepanuu Maioeeposmuo. Buiocusaemocms nayuenmos co cmewantou gopmoil bB nocie
npoeedeHUss MPAHCNIAHMAYUU NeYeHU HUdXCe No CPABHeHUI0 ¢ neyéHouHnol gopmotl. Tpancnianmayus
neuenu NpueoouUm K HOPMAIU3AYUU 0OMEHA MeOu, NOBLIUEHUIO YPOBHA YepYIONIA3MUHA 6 Nepavle
Mecsaybl nociie ONepayu, CHUICEHUr SKCKpeyuu meou ¢ MOYOU Nocie MPAHCHIAHmayuu ¢ NOIHOU
HOpManuzayuel OaHHbIX nokazamene Kk 6—9 mecsayy nocieonepayuoHHo20 nepuood, UCHE3HOBEHUIO
koney Katizepa-@netiwepa y 6oavuuuncmea nayuenmos [83, 85].

Ilocne mpancnianmayuu neveHu nayueHmul He Hyscoaromcs 6 mepanuu BB [Ownbka! UcTouHuk
CbINKM He HaiigeH.].

3.2.2 Xupypzuueckoe ieuenue Hegpoi02uiuecKux 0Ci0HCHEeHUIL

o [lpu TOKENBIX  JBUTaTeNbHBIX  (IKCTPATUPAMHUHBIX) HAPYIICHUSX, YCTOHUYUBBIX K
XeJ'IaTprIOHIeI\/'I W CHUMIITOMAaTHYECKOM TCparnu, PpCEKOMEHIOBAHO PACCMOTPETh BO3MOKHOCTDH
NPOBEJICHUS XUPYPTUUECKOTO JICUCHHS:

- TpU JUCTOHUM — XPOHHYECKAs D3JICKTPOCTUMYISALUS TIYOOKHX CTPYKTYp TOJIOBHOTO MO3ra
(BHYTpEHHEro cerMeHTa OJICIHOTO Iapa), MaUTHI0TOMUS, TAIAMOTOMHS;

- IpU TPEMOpPEe — XpOHHUYECKas AJIEKTPOCTUMYISIIMS IJIYOOKMX CTPYKTYp TOJOBHOIO MO3Tra
(Tanamyca), HaJUTHIOTOMHS, TATAMOTOMHUSI;

- TIpY MAPKUHCOHM3ME — XPOHHYECKAasl 3JICKTPOCTUMYJISIIUS TIyOOKHX CTPYKTYp TOJOBHOTO MO3Ta
NIn nNaJJImaoTOMUA;

C LIEJIBI0 KOPPEKINH AaHHbIX cocTosiHui [103, 104].

YYP-C, YA -5)

KomMmeHTapuu: 6 coomseemcmsuu ¢ KiuHu4eckumu pexomenoayuamu «/Jucmonusay u «bonesns
Ilapxuncona, 8mopuyHblll NAPKUHCOHU3M U Opyaue 3a001e8aHUA, NPOABTAIOUWUECH CUHOPOMOM

NAapKuHCOHU3IMAa».
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4. MenuuMHCKAas1 peadMIuTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIUIUHCKUE MOKA3aHUA Y POTHBONOKA3AHUSA K PUMEHEHUI0 METO10B
MeIMUIMHCKOI peaduaIuTAlU, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN
NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

Meouyunckaa peabunumayus nayuenmoe ¢ bB nanpasnena na xomnencayuro HapyuieHull

@yHKYUOHUPOBAHUS, Npedcoe 8Ce20 NPUSHAKO8 NOPANCEHUs YeHmpAalbHoU HepsHou cucmemsl. Ona
sKouaem 6 ceds ieueOnyo QusKyIbmypy npu 3a001e8aHUAX YEHMPALbHOU HEPEHOU CUCmeMbl U
20/I06H020 MO32d, 1e4eOHYI0 (QU3KYIbMYPY C UCHOIb30BAHUEM ANNAPAMOS8 U MPEHANCePO8 Npu
3abonesanusax [[HC u 201061020 MO32a, KOppEKYuio HapyueHus 08U2amenbHoll QYHKYUU npu nomMowu
buonocuyeckol 00pamHoU C6A3U, nocobue Nno B0CCMAHOGIEHUIO NO30-CMAMUYECKUX YHKYU,
OUHAMUYECKYIO NPONPUOKOPPEKYUIO, MeOUKO-T020ne0UutecKyio npoyedypy npu oucgazuu, meouxko-
Jl02oneou4eckas npoyeoypa npu Ou3apmpuu, MeouKo-1020NeOUYecKyio  MOHANIbHO-PUMMUYECKYIO
npoyeoypy,  MeOUKo-1020neoudeckyro  npoyeoypy ¢  UCHOIb308AHUEM  UHMEPAKMUBHBIX
UHDOPMAYUOHHBIX MEXHOJIOCUI.
He cywecmeyem KpynHulX paHOOMUUPOBAHHLIX UCCACO08AHUL, 6 KOMOPHIX OYEHUBANACL Obl
aghghexmuenocms Gusuueckol mepanuu (nevednotl gpuszxyrbmypst). OOHaxo omoenvHvle coobujerus 0o
eé ycnewHom npumenenuu npu BB u Hebonvuiue cepuu KiuHu4eckux Habo0eHull ceudemenbCmeayiom
0 mom, umo ¢usuveckas mepanus Modxcem Oblmb NOJNE3HA 6 CAYYAAX OUCMOHUU, O]A
npeoomepaujeruss KOHMpaxkmyp, npu NApKUHCOHU3ME U AMAaKcuu, 20e Mo2ym Oblms NONE3HbL MEMOoObl
cmabunuzayuu NOX00KU U PAGHOBECUSI.

Hevipomviweunas snekmpocmumynayusi npeOnpuHuUMalace Oas yiyuulerus oucgazsuu, u 0ns
VAYUWEHUs. NUMAHUs —~ CMAHOAPMHOU  NPAKMUKOU — AGNAEMCs  UCHONb308AHUE — UPEeCKOMCHOU
9HOOCKONUYECKOU 2ACMPOCIMOMbL Y NAYUEHMOS, ) KOMOpbIX 3amemno Hapyweno 2iomanue [105, 109,
110].

IlockonbKy oxcudaemcs, 4mo He8posocudecKkoe COCMosAHUe NAYUEHMA HAYHEM VIYYuamvcs
npumepHo uepes 6 mecayes nocie HAYAIA NAMOLEHEeMUYeCcKol mepanuu, 6AH*CHO, 4mobbl nayueHm 6
npoyecce NiedeHus COXpAHAL NO3ZUMUBHbLIU HACMPOU U CMAPAICs COXPAHUMb KAK MOJMCHO Ooibuue
@uzuuecKux 03MOHCHOCHEII.

Ecnu nayuenm ucnvlmviéaem KpatiHue mpyOHOCMU 8 00ujeHul, mMo2ym O0vimb UCHOb30BAHbI

anghasummvie OOCKU U INEKMpOHHbLE yempoticmaa kommynukayuu [111-114].
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5. llpodpunakTuka u JUCNaHCepHOe HAOII0eHHe, MeIUIMHCKHE MOKA3aHUs

H NMPOTHUBONOKAa3aHUA K IPUMECHCHUIO METO/I0B HpO(l)l/IJ'IaKTI/IKI/I

5.1 llpopuaakruka

o Pexomenayercss KOHCYJIbTAalMs Bpada-TeHETUKA CEMbsM C NAIUEHTaM ¢ AuarHo3oM bB i
pa3bsCHEHUH  TeHETHYECKOT0  pHCKa,  OOCYKIEHHs  BO3MOXKHOCTEH  NpeHaTalbHOW U
pEeUMILIaHTAllMOHHOM quarnoctuku [3, 4, 31, 48].

(YYP - C, VII - 5)

Bakyunonpogunakmuxa

Abcontomueix npomusonokasanull K npoeederuro sakyunayuu y nayuenmog ¢ bB nem. Baxyunayus
nposooumcs 6 coomgeemcmeuu ¢ Hayuonanonvim kanenoapem npoguiaxmuieckux nNpusuBox u
006wumu nooxodamu k eaxyuronpoguiaxkmuxe [115, 116].

. PexomengoBaHa BakuMHANMA MPOTUB renatuta A W renatuta B ¢ nenpio npenoTBpalieHus
JIAHHBIX 3a00JIEBAaHUI, YUUTHIBAs HATMYUE TOPAKCHUH MTEUYECHH B paMKaX OCHOBHOM maTtosioruu [117].
YYP-C, Y1 -5)

KommenTapmii: gakyunayus nposooumcs co2nacho UHCmMpyKyuy no npuMeHeHuIo npenapamad.

. PexomengoBaHa, nmpu BO3MOKHOCTH, BaKIIMHAIUS MPOTUB UHBIX NOTEHIIMAIBHO OMACHBIX IS
JKU3HU WMHTEPKYPPEHTHBIX MH(EKIMN C LEeTbl0 MPEeIOTBpAICHUs JTaHHBIX 3a00J€BaHUN, YUUTHIBAs
HaJIMYUe OPAKCHUH MeUYeHH B paMKaX OCHOBHOM maTosioru [ 146].

YYP-C, Y1 -5)

KommenTapuii: nanpumep, npomug eempsuoil ocnvl, KOPOHABUPYCHOU UHGeKyuu HOB020 muna

COVID-19, nueemoxorrosou ungpexyuu [146].

5.2 /IlncnancepHoe Ha0JII0IeHUE

o PexoMeHn0BaHO B Tmpoliecce KOMIUIEKCHOTO JiedeHMs manueHTtoB ¢ BB ocymiecTBiasaTsh
KOHTpPOJIb TOKa3zaTened oOuiero (KIMHUYECKOIro) aHajlu3a KpOBU pa3BEPHYTOTo, aHalu3a KpOBU
OMOXMMHYECKOTr0 OO0IIEeTepaneBTUYECKOro (onpejesieHne akTUBHOCTH ajJaHMHAMHHOTpaHcdepasbl B
KpPOBH, aKTUBHOCTH aclapTaTaMUHOTpaHc(epa3bl B KPOBH, YPOBHS oOmIero OminupyOMHa B KpOBH,
YpOBEHb OHIUpPYOMHA CBS3aHHOTO (KOHBIOTUPOBAHHOIO) B KPOBH, JHUIHIOTPAMMBI (XOJIECTEpPHH,
JMITOTPOTEU Bl  BBHICOKOH IUIOTHOCTH, JIMTIONPOTEHIBI HHU3KOW IUIOTHOCTH, TPUTIIMIEPUIBI),
orpeziefieHue aKTHUBHOCTHU IIEIOYHOM (ocdarazbl B KpOBH, FaMMa-IIIIOTaMHITpaHc(epasbl B KPOBH,

YPOBCHb Kp€aTHHWHA B KPOBHU, YPOBCHb MOYCBHUHBI B KPOBH, aJ'IB6yMI/IHa KpOBI/I), a TaKXXC IMMPOBCACHUC
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KOaryjaorpaMMbl  (OpUEHTUPOBOYHOTO  MCCIIEJOBAaHUS  CHUCTEMbl  TIeMOCTa3a):  OIpEIeICHUE
IPOTPOMOMHOBOTO (TPOMOOIUIACTUHOBOTO) BPEMEHU B KPOBU WJIM B IUIa3ME U MEXAYHApOIHOIO
Hopmann3oBanHoro otHomeHus: (MHO) He pexxe 1 pasa B 6-12 mecsiieB B mepuoa pEMUCCUH WITH

yare o nmokasanusm [3, 4, 12, 31, 44, 100, 92].

(YYP-C, Y1 -5)
KommenTapum: B cpeonem, Koumpoib mepanuu npogooam 2plmec nHa npomsoicenuu nepeoeo 200a

mepanuu, oanee — excecoono [100, 92].

Konumponwv neuenus oemsam npogooumcs obviuno yawje: 6 cpeotem 1 pas 6 Hedenio Ha smane cmapma

mepanuu (8 nepeviii Mecsay Jjeuenus) U 8 nepuod NOBbIlUeHUs 003bl NeHUYULIAMUHA ™ */mpuenmuna,

oanee 1a60OpamopHvle U UHCMPYMEHMAIbHble UCCIe008aHUL NPOBOOAMCs Kadcovle -3 mecaya 0o

HACMYNJIeHUs PEMUCCUL, NOCTIe — Kadcoble 3—6 mecsyes (603ModcHo uaue no noxkazanusim) [12].

o Bcem nanuenram ¢ BB pexkoMeHI0BaHO B Mpoliecce KOMIUIGKCHOTO JICUCHHS UCCIICIOBAHHE

CYTOYHOH SKCKpEIMH MEIU B MOYE HE peXe OJHOro pasa B 12 mecsueB Ui KOHTPOJS JICYCHUS

(BO3MOJKHO yalle 1Mo rmokaszanusm) [3, 4, 12, 31, 44].

YYP-C, Y1 -5)

. PexomennoBano mnanuentam ¢ bB mpoBenenue ynbrpazBykoBoro wuccienoBanus (Y3U)

OpPraHoB OPIONIHON MOJOCTH U ToueK (YIJIbTPa3ByYKOBOE HMCCIICIOBAHUE OPTaHOB OPIOLIHOW IMOJIOCTH

(koMIIIeKCHOE),  YJIBTpa3BYKOBOE  HCCleqoBaHHEe  Touek), ¢Gubposrnactorpaguu  NEYEHU

(DmacTomeTpus IEYEHU) C LENbIO OLIEHKHU CTETIEHU MOopaXkKeHUI U (uOpo3upoBaHus renaToomInapHon

CHCTEMBI KaXple 6-12 MecsIeB B MEpHUO peMUCCHH (BO3MOXHO dalle o mokasanusm) [46, 56, 57,

61, 62, 92, 93, 100,118-121].

YYP-C,YI/J-5)

KomMmeHTapum: ¢ yuemom MoOepHU3ayuu annapamypul, HeKomopvlie moouguxayuu npubopos

NO360J1A10M ONpedeisimb NOMUMO cmaduu Guopoza — cmenensb cmeamos3a NedeHu, 4mo martce

akxmyanvro npu BB kax memabonuueckozo 3a001e6aHusL.

o [TanieHTaM ¢ SMWIENTHYECKUM CHHAPOMOM PeKOMEHAYeTCsl TPOBEIACHHWE pPYTUHHOU
anekrposHiedatorpapuu (331 ¢ HeTbI0 KOHTPOJIS JICUCHHS SIHISITHYSCKUX TPUCTyToB [61].

YYP-C, YA -5)

KomMmeHTapum:  makoce  Modcem — NpoOBOOUMbCSA  CYMOYHAs — 9neKmpodHyeghanoepagus ¢

eudeomouumopuueofw.

hd ITauenTam ¢ HCBpOJ’IOI’I/I‘-ICCKOI\/Il CUMITOMATHUKOM PEKOMEHAYETCH ITPOBECACHUE MArHUTHO-
pCSOHaHCHOﬁ TOMOI‘pa(I)I/II/I (MPT) T'OJIOBHOT'O MO3Tra B JUHAMHUKCE I10 ITIOKa3aHUAM C LCJIbIO BBISABJICHUA

NaToJIOTMYECKUX M3MEHEHH B rojoBHoM mo3sre [4, 60, 92, 100, 101].
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YYP-C, YA -5)

KommenTapuu: npu Heobxooumocmu npo8ooumcs HapKos.

o PexoMeH10BaHO TIPOBEICHIE AIICKTPOKapauorpaduu u 3xokapauorpaduu namuesTam ¢ bB ¢
1eJIbIO BBISIBIICHHS TIATOJIOIMH CO cTOpoHbI cepaia [100].

YYP-C, Y11 -5)

KoMMeHTapumM: Mo2ym 6biA61ambcsi 2unepmpouss 1e6020 Hcenyo0ouKa Ui 000uUx HceryoouKos,
panHss penoaapuzayus, oenpeccus ceemenma ST, uneepcus 3y6ya T u pasnuunsie apummuu.

o PexoMeH10BaHO BCEM TMAIMEHTaM €XKEroJHOe OOCIeIOBAaHUE BPadYOM-OPTAITEMOJIOIOM C
OCMOTPOM TP MOMOIIH IIe/IeBOM JiamIibl (BHOMHKpPOCKOIUS TJ1a3a) /Ui OICHKH COCTOSIHHS OpraHa
spenns [3, 4, 31, 44].

YYP-C, Y1 -5)

. PexomenaoBaH MyIbTUANCHMILTUHAPHBIN MOIX0J K HAOMIOJEHUIO U JICYCHUIO MAI[EHTOB C
BB cneunanucramu pasHbeix mnpoduiiei (BpauoMm-mneauaTpoM, BpauoM-TEparieBTOM, BpauoM OOIIei
NPAKTHKH (CEMEWHBIM BpauoM), BpauOM-TEHETHKOM, BPAauOM-HEBPOJIOTOM, BPauoM-O(TaIbMOJIOTOM,
BpPauyOM-TaCTPOIHTEPOJIOTOM,  BPavyOM-HEPPOIOTOM, BpPauyOM-T€MaTOJIOI/  BpAa4OM  JETCKHM
OHKOJIOTOM-T€MAaTOJIOrOM, BpPavyOM-IICUXHATPOM, BpaduoOM-IIyJIbMOHOJIOTOM, BpPauOM-KapAUOJIOIOM,
MEAMIIMHCKUM TICMXOJIOTOM, M APYTUMHU [0 KIMHHUYECKOH HEOOXOIUMOCTH) C LeNblo 0o0ecrnedyeHus

KOMIUICKCHOW TE€PaIuK U CBOCBPEMEHHOM €€ KOPPEKIMU PH HE0O0XouMocTH [3].
YYP-C, YA -5)

6. Opranusanus oka3aHusi MeIUIIMHCKON MOMOIIH
Iayuenmam ¢ BB, 6 3asucumocmu om Heo6X00UMOCMU, MOHCem DblMb OKA3AHA MEOUYUHCKAS
nomowb 1106020 6uda, Yciosus, Gopmul, NPedyCMOMPEHHbIX 3aKoHodamenbemeom Poccuiickoti
Dedepayuu.

Huacnocmuxa u mepanus BB y Oemeil ocywecmeénsemcsi Ha 6aze CReyuanuzupOBAHHbIX
CMAayUuoOHapos  2aCMpoIHMEPONOSULECKO20  (2eNamoNocuiecko2o) npouis ¢  npusiedeHuem
Cedyrowux CReyuarucmos: 6pad-2acmpodIHmeposoe, 6pad-ohmaioMonoe, 8pau-Heeposoe, 6pa-
ncuxuamp, 8pay-Hegponos, 8pau-2emamonoz/epai-0emcKuli OHKON02-2eMamoinoe, 8pau-xupype/epa-
0emcKutl xupype, MeOUYUHCKUL NCUX0102 U OPY2UX NpU KIUHUYECKOU HeoOX00UMOCMU.

Ilepsuunas oOuacnocmuxka u Hauaro mepanuu y Oemetl ¢ BB ocywecmensemcs na 0Oasze
CReYUAnU3UPOBAHHO20 CMAYUOHAPA C 00A3AMENbHOU OYEHKOU Memabonuzma meou, CmeneHu
@ubposuposanus neyéHOUHOU NAPEeHXUMbl U HAPYUWEHUS NCUXOHEBPOIO2UYECKUX (QYHKyul, ¢

07’lp€()€]l€Hu€M NOKA3aHUull OJisl CB0E6PEMEHHOCO BbINOJIHEeHUA opmomonuquKod mpancnjiarmayuu

newenu [3, 4, 31, 83, 85].
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Koncepsamuenas mepanus nposooumcsa Ha 6aze KpyeloCymouHO20 UNU OHEGHO20 CMAYUOHAPA C
00513amenNbHLIM KOHMpOaeM 1aO0pamopHsiX noKazamenell u nociedyioujeli npeemcmeenHoCmvio ¢
amoOyIamopHuIM 36eHOM 30PABOOXPAHEHUS.

Cneyuanusuposannoe Habnooenue ocywecmensemes 1-2 paza 6 200 Ha 6aze KpyaioCymoyHO2O
cmayuonapa unu Ha 6aze OHeBHO20 CMAYUOHAPA C AMOYIAMOPHBIM HAONOOEeHUeM NAYUEHMO8 NO
Mecmy JHCUMeNbCmed 6pavell Cneyuaiucmos: 6paya-neouampa/spaia-mepanesma/gpaia oouyetl
NPAKmMuKu (CemMelHo20 6pava) u epaia-2acmpodHmeposocd npu Ne4éHouYHoU U CMEUWAarHHoU hopmax
3a601e6aHUsl, BPAYA-HEEPON02A U MEOUYUHCKO20 NCUXOL02a NPpU cMeulanHot ¢popme BB.

Ilepsuunas Ouacnocmuka, Hauaio mepanuu U HabIoO0eHue y 63pocavix nayueHmos ¢ bB
ocyuecmensaemcs Ha 6aze Cneyuaiu3upo8aHHbIX AMOYIAMOPHLIX UIU CMAYUOHAPHBIX OMOeneHUll
2aCmpOoIHMEPONIOSULECKO20 (2eNAMON0SULeCK020) U (Ull) HEBPOIOSULECKO20 NPOPUISL.
Pexomendyemcs pecynsipnoe ambyramopHnoe HabaoOeHue 3a nayueHmamu (ROIUKIUHUYECKUL Npuém
unu OHeBHOU CMAayuoHap) ¢ eocnumanuzayuel 8 CHeyuaIu3UpOSAHHYIO KIUHUKY (KpyelrocymouHoe

omoenenue) 6 cayuae pazeumusi OCI0#CHeHUU 3a0071e6aHU.

7. JonmosHuTebHast uH(popManus (B TOM 4ucjiae GakTopbl, BJAUSIOIINE HA
UCX0/ 3200/1eBAHUSA MM COCTOSIHUA)

7.1 Ucxoabl M IPOrHoO3

BB sBnsiercs mporpeccupyromuM 3a00J€BaHUEM UM MPU OTCYTCTBUU CBOEBPEMEHHO HAdaTOU

Teparuy NalUeHThl YMUPAIOT OT OCIOXHEHUH MUPpo3a MeYeHH U (WIIH) pexe OT MPOrpecCHpYOIeiH
HEBpOJIOTHYECKON cumnromMatuku. I[lpm 3¢h(EeKTUBHOCTH XenaTHOM Tepanmuu WIM YCIEUIHOM
IPOBEJCHUH TPAHCIIAHTALIMY [T€YEHH NTPOTHO3 3a00s1eBaHMsl 0J1aronpusTHBIN.
[Iporno3 npu BB cBs3aH CcO cCTENEHbIO [IEKOMIEHCAlMM TMEYEHOUHBIX (DYHKUUN, TAKECTHIO
HEBPOJIOTUYECKOW CHMIITOMAaTHUKM M TPUBEPKEHHOCTbIO Tepanuu. Hopmanmsanus ned4€HOYHBIX
GyHKUIMH NpoucxoAuT Ha -2 rofy Tepanuu ¥ HE MPOrPECCHUPYET NpPU MOJHOM BBITOJHEHHH BCEX
pexomenpauuii. KoHcepBaTuBHas Tepanuss Hed(pPexkTuBHA TNpU  PYIBMHUHAHTHOM TEUEHUH
3a0oneBanud. bt paspaboran npornocruyeckuil uajaekc bB (Dhawan et al.), cormacHo kotopomy
olleHKa cBbie 11 6amioB cBA3aHa ¢ BBICOKOW BEPOSITHOCTHIO JIETAIBHOTO MCXO/a NMPU OTCYTCTBUU
CpOYHOI opTOTONUYECKOM TpaHciianTauu nevuenu ([Ipunoxenue ['2) [47, 86].

Hesponoruueckas cumnromatrka bB mumb yactuuHo oOpatuMa mpu Tepanuu XeaaTopamu U
MPOBEJCHUH TPAHCIUIAHTALlMU MEYEHHU, YTO CBA3aHO C HEOOpaTHMMbBIM MOPaXKEHHEM TOJIOBHOTO MO3ra

TOKCHUYCCKUMHU KOHLUCHTPpAIIUAMHA MCIH.
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Kpurtepuu oneHkn kauyecTBa MeIUIIMHCKON MOMOIIHU

Kputepun ornieHkr KauecTBa MEPBUYHON MEINKO-CAHUTAPHOM IMOMOIIX B3POCIBIM U JIETSIM IPH
HapyuieHnn ooMeHa meau (Oone3nu Buiibcona) (koast mo MKB - 10: E83.0)

Nen/m | Kpurepuu onieHku KauecTBa Onenka
BBITIOJTHEHUS
BrimonHeHo wuccrienoBaHue YpOBHS lLiepyJomiiazMuHa B kpoBu | Ja/Her
L (Ipu ycTaHOBJIEHHWHU AMArHo3a MalyeHTaMm crapuie 1 roaa)
5 BelinonHeHo uccnegoBaHue ypoBHSL MEU B MOYE Ha/Het
3 Brimonaen oOmnui (KIMHUYECKUI) aHAIM3 KpOoBU pa3BepHyThid | Jla/Het
Brinosnnen aHanu3 KpOBU onoxumuueckuii | Jla/Het
s o0mieTepaneBTHYCCKHIA (amanmHamMuHOTpaHChEpPa3a,
acmapraTamMuHOTpaHcdepasa, oO0muil OUIUpyOoHH, OUIUPYOUH
CBS3aHHBIM  (KOHBIOTMPOBAHHBIN), XOJIECTEPUH, ILEJIOYHAsS
docdarasa, raMmma-riIroTaMmITpaicdepasa, KpeaTHUHHH,
MOYEBHHA, 00N OEIOK, aTbOYMHH)
Brinmonnena koarysnorpamMMa (OpHeHTUpOBOYHOE uccienoBanue | Jla/Her
S. CUCTeMBI ~ TemocTa3a) (ompeaeneHHe  MPOTPOMOMHOBOTO
(TpoMOOIIIACTUHOBOTO) BpPEMEHHM B KpPOBUM WIM B IUIa3Me,
OTIpeIeIeHue MEXITYHaPOJHOTO HOPMAaJIHM30BAaHHOTO OTHOIICHHS
(MHO))
BrimonHeHo ynbTpa3ByKOBOE HCCieoBaHHE opraHoB OpromHoi | Jla/Her
6. MOJIOCTH (KOMITJIEKCHOR)
7 BLIHOJIHeHv npueM (OCMOTp, KOHCYJbTalusl) Bpada-HeBposora | Jla/Her
TIePBUYHBII
3 Breimonnen mnpuem (ocMOTp, KOHCynbTalusi) Bpada-reHeTHka | Jla/Her
' TIePBUYHBIN (IIPU YCTAaHOBICHUU IMArHO3a)
BoimonHeHo  HazHaueHWe MEHUUWUIaMWHA w/wim  1uHKa | Jla/Her
9. cynb(data (B 3aBUCUMOCTH OT MEIUIIMHCKUX TMOKAa3aHUA U TpHU
OTCYTCTBHH METUITMHCKUX MPOTHUBOIOKA3aHU)
10 BrinonHeHo Ha3HaueHUE STUMUHAIIMOHHON AueTHh (D ]]) Ha/Her

Kputepun oOmeHKH KadecTBa CHENHUATM3HPOBAHHOW MOMOIINM B3POCIBIM W JAETAM TIpU
HapyieHnn ooMeHa meau (6one3nn Bunbcona) (koast mo MKB - 10: E83.0)

Nen/m | Kpurepuu onieHku kauecTBa Onenka
BBITIOJTHEHUS

BrimonHeHo wccnenoBaHue ypoBHs IiepynoriasmMuHa B kposu | Jla/Het

1.
(IpM yCTaHOBJIEHMH JUarHo3a naueHTam crapuie 1 ronga)
5 BelInmonnHeHo necnenoBaHue ypoBHS MEU B MOYE Ha/Her
3 Brimonaen o0t (KTMHUYECKUI) aHAIM3 KpoBU pa3BepHyThid | Jla/Het
4 Beimonnen aHaIu3 KpOBH ouoxumuueckuii | Ja/Her
' o01erepaneBTHUECKUI (amannHamMuHOTpaHChepasa,

acnapraTaMHHOTpaHcdepasa, oOmuil OunupyouH, OUIUPYOUH
CBSI3aHHBIH  (KOHBIOTUPOBAHHBIN), XOJECTEPUH, LIeTOYHAs
¢docdarasa, ramma-riIroTaMmITpaicdepasa, KpeaTHHHH,
MOYEBHMHA, OOIHI OEIOK, aTbOYMIH)
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Brmmonaena koarynorpamMma (OpHEHTHPOBOYHOE HCCIICAOBAHHE
CUCTeMBl ~ TemocTa3a) (ompeaeneHue  MPOTPOMOMHOBOTO
(TpoMOOTIIACTUHOBOTO) BPEMEHHM B KPOBH WM B IIJIa3Me,
OTIpeJIeNIeHUEe MEXITYHaPOJHOTO HOPMAJIM30BAHHOTO OTHOIICHHS
(MHO))

Ja/Het

BrinonHeHo ynbTpa3ByKOBOE HCCIIEOBAHNE OPraHOB OPIOIIHOM
MOJIOCTH (KOMITJIEKCHOR)

Ja/Her

BoinmonHeHa MarHUTHO-pE30HAHCHAsE ToMorpadusi TOJOBHOTO
Mo3ra (IpHU HATMYUU HEBPOJIOTMUECKUX CUMIITOMOB)

Ja/Her

BrinonnHeHo Ha3HAYCHUE STMMUHAIIMOHHON AueThl (D ]1)

Ja/Her
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Ipunoxenue Al. CocraB paGoyeil rpynnsl 1o pa3padoTke U nepecMoTpy
KJIMHUYECKHUX PeKOMeHIauii

ABepkuHa Harajnbsi AHATOJIbeBHA — K.M.H., Bpauy-raCTpO’HTEpoJIor, miaBHbli crennanuct OI'bY
«leHTpanbHbIi  HAYYHO-HCCIENOBATENbCKUI  WHCTUTYT  OpraHu3almd ¥ HH(OpMaTH3alUU
3apaBooxpaneHus» Munsapasa Poccun,

baraesa MajJyiena JHBepOBHA — K.M.H., CTapIIM{ HAYYHBIA COTPYAHHUK OTHACJICHUS MEeAUATPUUYCCKON
racTpO’HTEPOJIOTHH, TenaToyiorud U aueronorud Knnauku ®IBYH "OUIL] nutanus u 6notexHomoruu"
BapanoB Asexkcanap AnexkcanapoBuy — akan. PAH, npodeccop, n1.m.H.; moueTHsli npe3unaeHT Coro3a
neauatpoB Poccuu, coBernuk pykoBomutenss HUW neamatpum u oxpansl 3m0poBbsi aereid HKIL] Ne2
OI'BHY «PHIX wum akan. b. B. IlerpoBckoro», mnpodeccop kadeappl NeAUaTpUH W JACTCKOH
pesmatosiorun ®I'AOY «lepeiit MI'MY um. U.M. CeuenoBa» MunsapaBa Poccun (CeueHoBCKuit
YHuBepCcUTET), I1aBHBIN BHEIITATHBIN crienuanuct neauarp Munsapasa Poccun

Barpimesa Tarbana TumodeeBHa —a.M.H., ipodeccop, INIaBHBIA BHEIUTATHBIA JETCKUN CIIELUATUCT
0 MEIUIMHCKON peabunutarud M3 P®, rinaBHbIN BHEINTATHBIA JETCKUM CIEHHUATUCT O HEBPOJIOTHH
J3M,  mupexktop PI'bYI'BY3 Hayuno-npaktuueckuit ILlentp Jlerckoit ncuxoneBponoruun J3M,
3aBeqyromas kadenpoil HeBpOJIOTHH, (PU3UIECKON U peaOdUINTAlMOHHON MEAMIIMHBI JETCKOTO BO3pacTa
MU ®HMO PY/IH, 3acinyxeHHblii Bpau PO

brikoBa Ouabra BuagumMupoBHa — J.M.H., 3aBEIYIOLIUMH Hay4YHO-HUCCIEAOBATEILCKUM OTAEIOM
OI'bYI'BY3 Hayuno-npaktuueckuit Llentp Jlerckoit ncuxoneBposoruu JI3M, mpodeccop kadeapsl
HEBPOJIOTHH, PU3NUECKON U PeabMINTallMOHHON MEIUITMHBI IeTckoro Bo3pacta DHMO MU PY JIH
Bamakmanze Harto [I:kym0epoBHa — 1.M.H., mnpodeccop kadeapsl ¢dakyiabTerckoi neauarpuu [1D
OI'bOY BO PHUMY umenun H.U. Iluporosa, HUM nenmatpum u oxpansl 310poBbs aereid HKI[ Ne2
OI'BHY «PHIX um akaz. b. B. IlerpoBckoroy, unen Coroza neauarpoB Poccun.

Boubinen I'asmaa BacuiibeBHA — J.M.H., IVIABHBIA HAay4HBIA COTPYJHMK OTJIEJA TaCTPOIHTEPOJIOTHMHU
OCII Hay4HO-uCClIEOBAaTENbCKOrO  KJIMHUYECKOTO  MHCTUTYTa  NHEAMATPUM  HMM.  aKaJeMHKa
IO.E.BenbtumeBa PI'AOY BO Poccuiickuii HaIUOHAJIBHBIA HCCIENOBATEILCKUH METUIIMHCKUN
yauBepcuter uMm. H.W.Iluporosa MunsnpaBa Poccum, wieH oOmiecTBa JETCKUX T'acTPO3HTEPOJIOTOB,
renaToJIorOB U HYyTPUILIMOJIOTOB

I'ynpoouna Oubra CraHHCIaBOBHA — K.M.H., B.H.C., Bpad-ractposnteposior HUM neamatpum u
oxpansl 310poBbs Aerell LIKb PAH unen Coro3za nenuatpos Poccun

JerrsipeBa AnHa BuaaaumupoBHa — 1a.M.H., mpodeccop, Bpad BBICIICH KaTeTOpWH, 3aBeayroINas
ornenoM neauarpun, ®I'BY «HMMUIL] axymepcTBa, TMHEKOJOTMU M mepuHartonoruu uM. Ax. B..

Kynakosa»
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KypxoBa Haranua BsiuyeciaBoBHa — K.M.H., Beaymui HayuHblii corpynHuk HUM neauarpum u
oxpanbl 310poBbs nereit HKI[ No2 ®I'BHY «PHIIX um akan. b. B. IlerpoBckoro», unen Coroza
neauatpoB Poccun, wieH Acconpanuu MEIUIIMHCKUX TeHeTUKOB (AMI)

3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBeayromas jJadopaTopueil HACIEICTBEHHBIX Oose3Hein
oomena OI'BHY "Menuko-reHeTndeckuii HaydHbli weHTp uM. akagemuka H.Il.boukosa", wien
Poccuiickoro oOmiecTBa MEIMIMHCKAX TE€HETHKOB, YJICH EBPOMEWCKOTr0 OoOIIecTBa IO H3YYECHUIO
HacJIeACTBEHHBIX OoJie3Hel oOMeHa BemecTB (SSIEM).

Nanapuomkun Cepreii HukonaeBuu — 1.M.H., npod., wieH-koppecnonnaeHT PAH, pykoBoauTesnnb
OTJeNla WCCIIEAOBAaHUM Mo3ra, 3aM. Jupekropa mnmo HaywyHoil pabore PI'BHY «Hayunwiii nentp
HEBPOJIOT U

Kapacesa Mapusa CepreeBHa — Bpau-nienuarp, HayuHbli coTpyaHuk HHWW nenuarpum u oxpassl
3nopoBbs Aeteid HKI N2 ®I'BHY «PHIIX uMm akan. b. B. IlerpoBckoro»

Kapkamaase I'eopruii Ap4u10BHY — K.M.H., Bpauy-HEBPOJIOT, PYKOBOJAUTENb OTAENA PAa3BUTH MO3ra B
OHTOTeHe3e, (popMHpOBaHUS KOTHUTUBHBIX (pyHKuMi u HelipoOuonormn HUMW nmenmatpum u oxpasl
3nopoBbs Aetet [IKb PAH, unen Coro3a neguatpoB Poccun

Kyunes Cepreit UBanoBuu — un.-kopp PAH, n.m.H.,, aupektop ®I'BHY "Meauko-renernueckuit
HayyHbli 1eHTp uM. akagemuka H.Il.boukosa '

(AMT).

', Ilpe3upeHt Accomuanuu MEIUIMHCKUX TEHETHKOB

JlabpoBa Auuta EBrembeBHa — [ .M.H., TJIaBHBII HAay4HbId COTPYOHHMK, Bpad BBICIIEH
KBAJTM(UKAIMOHHON Kareropuu mo crenuansHocty “Ilenmatpus”, 3aBenyromias 2-M HeAUaTPUYECKUM
otnenenneM, ®I'bOY BO «lIpuBomkckuil ncciaenoBaTenbCKiuil METUIMHCKUN yHUBEpcUTeT» M3 PO
Mypra3una Ajicblly PaH3MpoBHa — Bpay-HEBPOJIOT, Bpad (QYHKIMOHAIBHON TUAarHOCTUKU, HAYyYHbBIN
COTPYAHUK Hay4HO-KOHCYJIbTaTUBHOTO otraena PI'BHY «Menuko-reHeTu4eckuii Hay4YHbld LIEHTP HUM.
akajn. H.II. boukoBay

Hazapenko Jlwoamuiaa IlaBaoBna — mnpodeccop, T.M.H., 3aMECTUTENh IAUPEKTOpa IO HAYyYHOU U
neyeOHOM paboTre, pyKoBOIWUTENs JabopaTopuu HacieAcTBeHHOM martomorun HUU  meaummHckoi
renetuku, Tomckoro HUMII PAH, unen Accorpanuu METUIIMHCKUX TeHeTHKOB (AMI).

Ilamkosa MHpuna EBrenbeBHa — K.M.H.,, 3aBelylolas IeguarpudeckuM otaeneHueM OI'BY
«HanmoHaIbHBI MEIWIMHCKUN HCCIEAOBATENIbCKAM LEHTP TPAHCIUIAHTOJOTMM M HCKYCCTBEHHBIX
opraHoB uMeHn akanemuka B.M.IIlymakoBa»

Hama3oBa-bapanoBa Jleiinia CeiimypoBna — axan. PAH, mpodeccop, a.m.H., mpesugeHnt Corosza
nenuatpoB Poccun; nact-npesunentT EPA/UNEPSA; pykoBonutens HUU neauatpun u oXpaHbl 310pOBbS
nereit HKI[ No2 ®I'BHY «PHIX um akan. b. B. IlerpoBckoro», 3aBenyroimas kadeapoit paxkyibTeTckon
neauatpun nenuarpuueckoro ¢akyinprera ®I'BOY BO «PHUMY um. H.U. Tluporosa» Munznpasa
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Poccum, TnaBHBIM BHEIMITATHBIA JETCKUHA CIEHHMATUCT MO MPOQPIIAKTHYECKON MeaunuHe MwuH3apaBa
Poccun

IMonsikoBa Cetrsiana UropeBHa — JOKTOp MEAMIIMHCKUX HayK, mpodeccop kadeapbl rocnuTalbHOMN
neauaTpuu uM. akagemuka B.A.Tabonuna [lequaTpudeckoro dakynprera Poccniickoro HaliMoOHaILHOTO
uccaeaoBaresbckoro meaumHckoro yausepcutera (PHUMY) um. H.U. Tluporosa, r. MockBa

IMoranoB Asiekcanap CepreeBud — 1.M.H., mpodeccop, otraeneHue ractpodrteponoruu DOIAY
«HayuyHbIii METUIIMHCKUN HCCIEAOBATEIIbCKUN IIEHTP 370pOBbs AeTei» MunsnpaBa Poccum, kadenpbl
nenuarpun U aerckoit pesmarosiorun GI'AOY «llepseiit MI'MY um. .M. CeudenoBa» MuHn3zapasa
Poccun (CeueHoBCckuil YHUBEPCUTET)

MoasikoB Auiekcanap BuaaammupoBuu — mnpodeccop, uwr-kopp PAH, n.6.H., 3aBEIYIOILMI
naboparopueii JJHK-muarnoctuku ®I'BHY "Menuko-reHeTuyeckuii HaydHbIA LIEHTP UM. aKaJeMHUKa
H.Il.boukosa "

Penuna Csernnana AdaHacbeBHA —— K.M.H., BPay-T€HETHUK OTJE€la OpraHU3aluyd MEIULUHCKON
nomout ®I'BHY "Menuko-reHernueckuii HayyHblid eHTp uM. akagemuka H.IT1.boukosa"

CaBocTbsinoB Kupuiia BukropoBuy — 1.6.H., HadaneHuk LleHTpa PpyHAaMeHTaIbHBIX UCCIIEIOBAaHUI B
nenquarpun ®I'AY  "HauuwoHanbHbI MEIUIMHCKUI KMCCIIEAOBATEIbLCKUNA IEHTP 3/I0pOBbs JeTei"
Mumnznpasa Poccun, uinen Acconpaiiii MEJUIIMHCKUX [€HETUKOB.

CeutoBa I'yrbnapa HapumaHoBHa — K.M.H., TJaBHBIM Bpay MeaUKO-T€HETUYECKOTO LEHTpa
(I'enernueckoit knmuaukn) HWU meaumunckoit reHetuku, Tomckoro HUMIL PAH

CenusépcroB IOpuii AnekcanapoBu4 — K.M.H., cTapmiuii Hay4Hblii coTpyaHuk @I'BHY «Hayunsiit
IEHTP HEBPOJIOTHH», WIeH o0pa3oBaTenbHOrO KomuTeTa EBpormeiickoit cexkuum International Parkinson
and Movement Disorder Society, uieH Hay4yHO! maHeIu 1Mo ABUTaTeIbHBIM paccTpoiicTtBam EBpormnelickoit
akanemun Hepposioruu (EAN)

CenumssinoBa Jlmima PoGeproBHa — k.M.H., 3aBenyroomas oraenom HUU nenmatpum u oxpassl
3n0poBbs aeteit HKL[ Ne2 ®T'BHY «PHIIX um akaa. b. B. [lerpoBckoro», aoueHT kadeapsl neiuaTpuu u
nerckorr peBmaronorun DPI'AOY  «llepeeiit MI'MY wum. NU.M. CeuenoBa» MunsapaBa Poccuu
(CeueHoBckuif YHUBEpPCUTET), AOLEHT Kadenps! ¢akynpTerckoi neauatpun GI'AOY BO PHUMY um.
H.N. IIuporosa Munsapasa Poccun, unen Coroza neauarpos Poccun

CkBopuoBa Tamapa AmHapeeBHa — K.M.H., TIJIaBHbIM BHEIITAaTHBIA JETCKUM  CHEIUAIUCT
racTposHTeposor JlemaprameHnta 3apaBooxpaHeHHs . MockBa, pykoBoautens lleHTpa perckoit
ractpo3HTeposoruu u Llentpa B3K, 3aBenyromas otnenenrem ractposnteposiornu I'bY3 «Mopososckas
JETCKasi TOpoJCKasi KInHu4eckas oonpHuia J[3M»

CvmupnoBa Oubra SIkoBjeBHA — Bpauy-T€HETHK, CTapUIMd HAy4YHbIM COTPYJHHUK OTHENA
CTaHJIapTU3allUM U W3YYECHHUS OCHOB JokazateiabHOM Meauuuubl HUW negmaTtpuu m oXpaHbl 370pOBbS

nereid HKI Ne2 ®I'BHY «PHIX um akaz. b. B. IlerpoBckoro»
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CrpokoBa Tarbsina BuxropoBHa — jaM.H., npodeccop PAH, 3aBenyromas oraeneHueM
MEeIMATPUYECKON racTpOdHTEpOJIOoruH, renarojoruu u nuerepanuu Knunuku ®I'BYH "OUIL] nutanus u
OHOTeXHOJIOTHH"

CypkoB Anapeii HukonaeBM4 — J.M.H., 3aBEAYIOUIUN OTJCICHUEM TaCTPOIHTEPOJIOTUU ISl ACTEH
CTallMOHapa Uil JI€T€, 3aBENYIOIIMK OTIAEJIOM HAy4YHBIX OCHOB JETCKOM TracTPO3HTEPOJIOTHH,
renarosioru U Merabonuueckux Hapymennit HUU neauarpum m oxpanel 310poBbst aereit HKI[ Ne2
OI'BHY «PHIIX wum. akax. b.B.IlerpoBckoro», mpodeccop kabeapsl (akylIbTETCKON IeauaTpuu
neguatpudeckoro dakymnprera PI'AOY BO PHUMY um. H.U. IluporoBa MwunsnpaBa Poccuu, uneH
Coro3a neguatpoB Poccun

CyxanoBa Hartenna BaxTtaHropHa — pyKoOBOAMTENb aHUPUAMMHOIO IIEHTPA, HAYYHBI COTPYAHHK
HUWW nenmarpuu u oxpansl 310poBbs aereid [IKb PAH, Bpau odransMosor, 4jieH accouanuu JSTCKUX
odransmoiioroB Poccuiickoit deneparuu, wien Coro3a neauatpoB Poccun

TemaeB Pycram ®apupoBuy — A.M.H. 3aBEIyIOIIUNA peaHUManuel u uHTeHcuBHOU Tepanuun OI'AY
"HanuoHanpHbpli MEIMLIMHCKUNA HCCIEN0OBAaTENIbCKUM LIEHTp 310poBbs JeTeil" MunznpaBa Poccun,
npodeccop kadenpel memuatpun U nerckoil peBmartonorun OPIAOY «llepswiit MIMY um. U.M.
CeuenoBa» Munszapasa Poccun (CeueHOBCKUIT YHUBEPCUTET)

®enoceenko Mapuna BaaguciaBoBHa — K.M.H., 3aBEIyOIlas OTIAEIOM pa3pabOTKU HayYHBIX
IIOAXOJ0B K HMMMYHHU3alMM ITAIMEHTOB C OTKJIOHEHUSMH B COCTOSHUH 3J0pPOBbS U XPOHHYECKHUMH
0osie3HAMH, BeAyIMH Hay4HbIH cOTpynHUK, Bpau-neguarp HUW nenuatpuu v oxpaHbl 370pOBbs JeTel
HKIJ Ne2 ®I'BHY «PHIIX umMm akan. b. B. IlerpoBckoroy, noneHt kadeaps! ¢pakyabTeTCKON neauaTpun
OI'AOY BO PHUMY um. H.U. ITuporoBa Munsapasa Poccun, uinen Corosza neauatpoB Poccun

XaBkuH AHaromid WiabM4 — JOKTOp MEIUMIMHCKUX HAyK, TJIaBHBIM HAy4YHBIM COTPYIHHMK OTIEJa
ractposHTeponorun OCII HayuyHo-uccrnenoBaTenbCKOro KIMHMYECKOTO WHCTUTYTa MEAUATPUU  UM.
akagemnka IO.E.BenptumeBa ®OI'AOY BO Poccuiickuii HalMOHAIBHBIM  HCCIEOOBATEIbCKHI
Menuiuackuit yausepcuter uMm. H.U.ITuporosa Munznpasa Poccun, [Ipeacenarens oOmiecTBa IETCKUX

raCTpO3HTCPOJIOTOB, I'CIIaTOJIOIOB U HYTPUIIMOJIOT'OB

Aemopbt  noomeepicoarom omcymcmeue QUHAHCOBOI NOO0EPHCKU/KOHPAUKMA UHmMEPecos,

KOMmOopbwlit Heo0Xo0umo ooHapooosams.
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Ipuiaoxenue A2. MeTomo0s10rusi pa3padoTKu KINHAYECKUX PEKOMeH Al

Knunuueckue pekomeydab;uu C030aHbl  HA OCHOBAHUU COBPEMEHHBIX Me()fcayHaPOOHblx

KIUHU4YeCKux pekomendauuz} no 0uaeﬂocmuke, JNeYeHUI0 U 6e0eHUI0 nayuenmoe ¢ bonesnvio Bunvcona.

bonesuv Bunvcona ommnocumcs x p€0KuM HACAe0CMEEeHHbIM 3a60ﬂ€6aHuﬂM, umo uckKiarovaem

BO3MOIAHCHOCNIb l’lpO@@()eHMfl OobLUILUX KO2OpmHblX U paHOOMZ/L?MpOGaHHbl)C KOHmMpOoJaupyemvplx

uccnredosanull u Onsl CO30AHUS npomokKoJjios OUAcHOCMUKU U mepanuu  UCnoab3yromcs Jauulb

memamuyieckue Uccied08aHust SIKCNepmos, OnyoIuK08anHvie 8 NOCieoHUue 08a 0eCAMUlIemusl.

HeneBaﬂ AyAUTOpUs JaHHBIX KIIMHUYECKHUX peKOMem]aunﬁ:

© 0o N o g b~ w D

Bpauu-ractposnreponoru

Bpaun-neauarpsl

Bpaun-neBposoru

Bpauu o6meit BpaueOHON NpaKTUKHU (CeMeHbIe Bpayn)
Bpauu- TepanesTsl

Bpauu-renetuku

Bpauu ynpTpa3ByKkoBOM TMAarHOCTUKU
Bpaun-nabopaHTbl

Bpaun-naToioroanatoMsl

10. Crynents mequuuHcKkuX BY30B

11. Obyuaromuecs B OpAMHATYpe U UHTEpHATYpe

MeTOIIbI, HUCII0JIB3YyEMBIEC 1JIsA cﬁopa/ce.nemum AO0KA3aTECJILCTB: IOUCK B 3JICKTPOHHBIX 0azax

JNAHHEIX.

Tao6auna 1.1llkana oueHku ypoBHeH nocroBepHOcTH nokazatenscTB (Y[)mis mertonos

JAUarHoOCTUKH (I[I/IaFHOCTI/I‘leCKI/IX BMeI_I_IaTeJ'IBCTB)

YA Pacun¢pposka
1 Cucrematnueckre 0030pbl MCCIEAOBAaHUN C KOHTPOJIEM pedepeHCHBIM METOAO0M WU
CHUCTeMaTHYEeCKHI 0030p paHAOMU3UPOBAHHBIX KIMHUUECKUX UCCIIEIOBAHUI C MPUMEHEHUEM
MeTa-aHajan3a
2 OTnenbHbIE UCCIENOBaHMSA C KOHTPOJEM pedepeHCHbIM METOJOM WM  OT/AEIbHbIE
PaHIOMHU3HPOBAaHHBIE  KIMHUYECKHE  HCCICOBAHWUS W CHUCTEMaTHYECKHE  0030pHI
UCCIIIOBAaHWI JIF0O00TO JM3aifHa, 33 WCKIIOYEHHEM paHIOMH3MPOBAHHBIX KIMHUYECKUX
WCCIICIOBaHMIA, C TPIMEHEHNEM MeTa-aHalIn3a
3 HccnenoBanns 0e3  MOCIENIOBATENFHOTO  KOHTPONS  Pe(pEpEeHCHBIM METOIOM  WIH

HCCICOOBAaHUA C pe(bepeHCHLIM MCETOIOM, HC ABJIIFOIIUMCSA HE3aBUCUMBIM OT HUCCICAYCMOI'O
METOa UJIN HEPAHAOMU3HUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHU, B TOM YUCJIC KOI'OPTHLIC
HCCICA0OBaHUA
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HeCpaBHI/ITe.HBHI:IC HCCICAO0BaHMA, OITMCAHNEC KIIMHUYCCKOIO ClIy4das

5 Nmeetcs nunib 000CHOBaHNE MEXaHU3Ma JACHCTBUS UM MHEHHE YKCIIEPTOB
Tadauma 2.11lkama oreHkW ypoBHEH TOCTOBEpHOCTH nokazatenbcTB (Y IJ1)mis meTomos
npopMIAKTUKH, JICYCHUS W peadmauTauuu (MpoQUIaKTHUECKUX, JIeYeOHBIX, peabuIMTAIMOHHBIX
BMEULIATEIbCTB)
YA Pacundgposka
1 Cuctematnieckuii 0630p PKU ¢ npumeHeHnemM meTta-aHann3a
2 | Otmenpasie PKM wm cucremarmueckue 0030pbI  HCCIIENOBAaHHWM JIIOOOTO JM3aifHa, 32
uckirouenrnem PKI, ¢ npumenenneM Mera-aHanusa
3 | HepangoMusupoBaHHbIE CPABHUTEIBHBIE UCCIIEIOBAHMS, B T.4. KOTOPTHBIE UCCIICIOBAHUS
4 | HecpaBHUTENbHBIE HCCIEIOBAaHUS, ONMCAHUE KIMHUYECKOTO Cllyyas WIM CEpPUM CIIy4yacs,
WCCJICTIOBAHMSI «CIIY4aii-KOHTPOJIb)
5 | Umeercss smmbp 00OCHOBaHME MEXaHU3Ma JEHCTBUS BMELIATENbCTBA  (JOKJIMHUYECKUE
WCCJICTOBAHMSI) WJIM MHEHHUE YKCIIEPTOB

Ta6auna 3. [lkana oueHku ypoBHel yOeautenbHocTH pekomenmaiuii (YVYP) nns mertonos

npoMIAKTUKH, JUATHOCTUKH, JICYCHHUS W peadmiuTanuu (MpoUIaKTHYECKHX, AUArHOCTHYECKHX,

Je4eOHBIX, peaOMIUTAIIHOHHBIX BMEIIATEIHCTB)

YYP Pacuugposka

A CuiibHasi pekoMeHaanus (Bce paccMaTpuBaeMble KpuTtepuu 3(OPEeKTUBHOCTH (MCXOJIbI)
SIBJITFOTCSI BRYXHBIMH, BCE HMCCIICJAOBAHUS MMCIOT BBICOKOE WJIM YJIOBJICTBOPHUTEIHLHOEC
METOJIOJIOTUYECKOE KAauyeCTBO, WX BBIBOJBI MO WHTEPECYIOMIMM HCXOJaM SIBISIOTCS
COTJIACOBAaHHBIMH)

B VYcnoBHas pexkoMmMeHJanMs (HE Bce paccMaTpuBaeMble KpUTEpUH 3(PPEKTHUBHOCTH
(ucxonpl) SIBISIFOTCSL BaKHBIMH, HE BCE MCCIIEJJIOBAHMUS MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOAOJOIMYECKOe KauecTBO W/MIM HUX  BBIBOJABI IO
MHTEPECYIOIIMM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

C Cnabass pexomeHmaius (OTCYTCTBHE JOKa3aTEIhCTB HAJJICKAIIETO KauyecTBa (Bce
paccMmarpuBaeMble KpuUTepuu 3(PPEKTUBHOCTU (MCXOJIbI) SIBISIFOTCS HEBaXXHBIMHU, BCE
WCCIICIOBAHUS WMMEIOT HH3KOE METOO0JOTHYECKOe KAueCTBO W WX BBIBOABI IIO
WHTEPECYIONINM UCX0JIaM He SIBJISIFOTCS] COTTIACOBAHHBIMHU )

Iopsiaok 00HOBIEHNS KIMHUYECKHX PEKOMEH/Ialuii.

MexaHu3M OOHOBJIEHUS KIMHHYECKUX PEKOMEHIAINHN TIPEeTyCMaTPUBAET X CUCTEMATHUYECKYIO

AKTyaJIn3allui0 — HE PEXKE 4YEM OJHMH pPa3 B TPH roga, a TakKKE IpPU IOABJICHUHU HOBBIX JAHHBIX C

MO3MUIIUM JIOKA3aTeIbHOM MEIULMHBL 110 BOIIpOCaM JUArdHOCTHUKH, JICUCHUA, HpO(I)I/IJIaKTI/IKI/I u

pea6I/IJ'II/ITaI_[I/II/I KOHKPCTHBIX 3a6OHCBaHHﬁ, HaJIMYUH 00O0CHOBAHHBIX I[OHOJ'IHCHI/II\/’I/3aMC‘{aHI/II\/'I K paHEC

yrBepxk1€HHBIM KP, HO He yamie 1 pa3a B 6 mecses.
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IIpuioxkenune A3. CipaBo4Hbie MATePHAJIbI, BKJIKYAas COOTBETCTBHE OKA3AHUI K
NMPUMEHEHUI0 U TPOTUBONOKA3AHUI, CTIOCO00B NMPUMEHEHUS U /103 JIeKAPCTBEHHbIX

NnpenaparoB, HHCTPYKIHUH 10 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 penapara

Ipuioxkenue A3.1 CBA3aHHbIE JOKYMEHTbI

IHopsiaku oxka3aHusi MeAMIMHCKON MOMOLIM:

[Iprka3 MuHnucTepcTBa 3/[paBoOXpaHeHUs U coluanbHoro pa3sutus PO ot 16 anpens 2012 r. N 3661

"O6 yrBepxkaenuu [lopsaka okazaHus neauaTpuyecKon momomu"

[Tpuxa3z MunucrepctBa 3apaBooxpanenust PO "OO6 yrepxknenuu [lopsaka okazanus MeAUIIMHCKON
MTOMOIIH OOJIBHBIM C BPOKJICHHBIMU U (WJIM) HACJIEACTBEHHBIMH 3a00sieBaHusAMU" OT 15 Hos0pst 2012

r.N917u
IIpoyue TOKYMEHTBI, HA OCHOBAHHHU KOTOPBIX pa3padoTaHbl KJIHMHUYECKHE PeKOMEeHIaluu

1. [Tpuxa3z MunucrepcrBa 3apaBooxpaneHust Poccuiickoit @enepaunu ot 14 supaps 2019
r. N 40 «O0 yTBep:K/IeHUHU MOpsiiKa Ha3HAYEHMsI JIEKApCTBEHHBIX MpenaparoB, (JOpM peLenTypHBIX
0JIaHKOB Ha JIEKapCTBEHHbIE Ipenaparhl, Mopsika opopMIIEHHs yKa3aHHbIX OJAaHKOB, MX ydyeTa U
XPaHEHUs»

2. Pacniopskenue IlpaBurensctBa P® ot 31 pexabps 2018 r. Ne 3053-p «O6
YTBEPXKACHUM TNEepeYHed MEIUMLMHCKUX HW3JeIUid, WMIUIAHTUPYEMbIX B OpraHU3M 4YeJOBeKa IMpu
OKa3aHUM MEIULMHCKONW MOMOIIM B paMKax MPOrpaMMbl T'OCYAApCTBEHHBIX I'apaHTU OeCIu1aTHOro
OKa3aHUs rpaXkAaHaM MEJUIMHCKOW ITOMOIIM U OTIIYCKAaEMBIX IO PELeNTaM Ha MEAULIMHCKUE U3AEIus
IPY IPEOCTaBICHUH Habopa COLUAIBHBIX YCIIYT

3. MexnynapoaHas knaccudukaiuss OOJe3HEW, TpaBM M COCTOSIHUM, BIMSIIONIUX Ha
3noposbe (MKB — 10);

4. [Tpuka3z M3 P® ot 20 nexabps 2012r. Ne 1183H «O06 yTBep)KIeHMH HOMEHKIATYpPHI
JIOJDKHOCTEH MEUIIMHCKUX paOOTHHUKOB M (papMalieBTHUEeCKUX paOOTHUKOBY.

5. [Ipukaz M3 P® or 23 wmrons 2010 r. Ne 541n. Enusbpii kBanuuKaIMOHHBIN
CIPABOYHHK JOKHOCTEM PYKOBOJUTEINEH, CIIEUAINCTOB U CIIyXaluX, paszaen KpanupukanroHHsie
XapaKTEePUCTHKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpPaHEHUSI.

6. ®epnepanbHbiil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEHUU U3MEHEHUH B CTaThIO

40 denepanpHOTO 3aK0HA "OO0 00s3aTEIIPHOM MEIUIIMHCKOM CTpaxoBaHuu B Poccuiickoit denepammn"
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u DenepanbHblii 3akoH "OO OCHOBax OXpaHbI 3M0pOBbi TpakaaH B Poccuiickoit @enepanuu” mo
BOITPOCAM KJIMHUYECKUX PEKOMEHIALINI.

7. [Tpuka3z Munzapaa Poccun Ne 103n ot 28.02.2019 1. «O06 yTBEepKIeHUU TOPSAIKA U
CPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHIAlMii, WX MEepecMOTpa, TUMOBOH (HOPMBI KIMHUYECKHX
pexoMeHaanuil 1 TpeOOBaHUH K UX CTPYKTYpE, COCTaBY M HAy4YHOU 0OOCHOBAHHOCTH, BKIIFOUAEMOW B
KJIMHUYECKHE PEKOMEHIAIUN UH(POPMAITIY.

8. [Tpuka3z MunznpaBa Poccun ot 13.10.2017 N 8041 "OO6 yTBEep>KIeHUH HOMEHKJIATYPhI
MEJIUIIMHCKUX yCIyr".

9. [Tpuxa3z MunuctepcTBa TpyAa U couaibHoi 3amuThl PO ot 27 aBrycra 2019 r. n 5851
"O knaccu(UKAUMAX W KPUTEPHSX, HCHOIB3YEMBIX IpPH OCYLIECTBICHHH MEIUKO-COIMATIBHON
9KCIEPTHU3bl TpaxaaH (eaepaibHbIMU TOCYJAPCTBEHHBIMH YUPEXKICHUSAMU MEIUKO-COIUAIBHOMN
SKCIEePTHU3HI".

10. IIpukas MuHucTEpCTBAa 3APAaBOOXPAHEHHS M COLMAIBHOIO pasBUTHs Poccuiickoin
Oenepann «O  MOpAIKE NPUMEHEHUS JIEKApPCTBEHHBIX CPEACTB Yy OOJIBHBIX IO KU3HEHHBIM
nokazaHusiM» ot 9 asrycra 2005 r. Ne 494

11. HudopmanuonHoe mnucbMo Mun3gpaBa Poccun 1Mo  BO3MOXHOCTH — 3aKYIKH
JIEKapCTBEHHOT'O npernapara 1o TOPrOBOMY HAaUMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-

po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

HNudopmanusi o JekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHOBHBIC HOPMATHBHO-TIPABOBbIEC AKTHI, PEryJIHPYIOLINE OKa3aHue
NaJVIHATHUBHON MEeIMUMHCKON IMOMOLIY

1. ®epepanbubiii 3akoH "O BHeceHHM u3MeHeHH B DenepanbHblil 3ak0H "OO OCHOBax OXpaHbI
310poBbs TpaxaaH B Poccuiickoit @exnepanuu" mo BompocaM OKa3aHUS NaUIMaTUBHOMN
MemunuHckor momomu” ot 06.03.2019 Ne 18-D3.

2. Ilpuxa3z MunzgpaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O0
YTBEPKACHUM TOJIOKEHHSI 00 OpraHu3aluy OKa3aHUs MaUIMaTUBHON MEIHWUHUHCKON MOMOIIH,
BKJIIOYasl MOPSIOK B3aUMOJEUCTBUS MEIMIIMHCKUX OpPraHu3alliii, OpraHu3aluil COIHabHOTO
0OCITy’)KMBaHUSI W OOIIECTBEHHBIX OOBEIWHEHUH, WHBIX HEKOMMEPUECKHUX OpraHU3allHii,
OCYILECTBIISIOLINX CBOIO JCSITEIBHOCTD B C(epe OXPaHbI 37J0POBHS».

3. Ilpuka3 MunszapaBa Poccun Ne 348H ot 31 mas 2019 roma «OO0 yTBEpKIACHHM IEpEUHS
MEAMIMHCKUX M3JETUH, MpeJHa3HaueHHbIX AJIs MOJAJEp>KaHUsl OpraHOB M CHUCTEM OpraHu3Ma

YCJIOBCKA, MPCAOCTABILACMBIX IJIA UCIIOJIb30BAHUA HA JOMY».
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4. Tlpuxa3z MunzapaBa Poccun Ne 505H ot 10 umrons 2019 roma «O6 yrBepxkaenuun Ilopsiaka
nepeAayd OT MEIUUUHCKONM OpraHu3aliy MalnueHTy (€ro 3aKOHHOMY IIPEICTaBUTEIO)
MEIULIUHCKUX W3JeNuil, NMpeHa3HaueHHbIX JUIsl MoAAepk aHusd (QyHKIMHA OpraHoB U CHCTEM
OpraHu3Ma 4YejioBeKa, JJs HCIOJb30BaHUS HA JOMYy IpU OKa3aHUM NaJUIMaTUBHON
MEJULIUHCKON ITOMOILIN.

5. IIpuxa3z M3 PO Ne 831 ot 3 oktsa6ps 2019 roga «O06 yTBep>KaAeHUM BEIOMCTBEHHOMN II€NIEBOM
nporpaMmMsl «Pa3BuTHe CUCTEMbl OKa3aHUs MaNIMATUBHON MEAMLIMHCKOW MOMOILIN.

Ipumepoi oUAcH0308.

o bonesuv Bunvcona, neuenounas popma. L{uppos neuenu.
bonesnv  Bunvcona, cmewannas ¢opma, pucuoHo-apummozunepKunemuieckas gopma.

Luppo3s neuenu.

IIpunoxkenue A3.2 Knuanyeckue npusnaku bB

Kinununyeckue npu3Haku [IposiBrienus
0ose3un Buiiscona

I'enaromeranus

[ToBbIlIEHNE aKTUBHOCTU MEYEHOUHBIX TPAHCAMUHA3
CrearorenaTut

@yIpMUHAHTHBINA FE€NATUT

OcTtpas neyeHoyHast HeJOCTATOYHOCTh C FEMOJIN30M
[TopranbHasi TUNepTEeH3Us: BapUKO3HbIE BEHBI MUIIEBOA,
CIUIEHOMETaJusl, TPOMOOIIUTONIEHUS

I{nppo3 neuenu

Hopa;erI/Ie IICYCHHU

[Hopaxenue ITHC JlBurarenpHple  HapyueHuss — (TpeMop,  JUCTOHUS,
MapKUHCOHU3M, XOpesi, aTaKCHs)

CnroHoreueHue

Huzaprpus

Hucdarus

JlucToHnYeCKnE NPUCTYTIBI

[lceBnoOynp0apHbBIN CHHIPOM

HCI/IXI/IanI/I‘IeCKI/Ie
CHMIITOMBI

Henpeccus

TpeBoKHBIE PACCTPONCTBA
PacropmoskeHHOE IToBeeHUE
KoruurusHble HapylIeHus
W3menenus nu4HoCTH
Ilcnxo3
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[TopaxeHue Ipyrux cucTeM

e Odransmonorusi: konpia Kaitzepa-®duneitmiepa, «MemxHas»

KaTapakTa
e ['emonuTHyeckas aHeEMUSI

° I[epMaTOJ'IOl"I/I‘ICCKI/Ie IMPOABJICHUA: I‘OJ'IY6OC OKpallnuBaHHUEC
HOI'TCBBIX JTYHOK, TUIICPIIMTMCHTALIUA KOXKH HOT'

e [laTonorus mouek: aMMHOAUUIYPUS, HEPPOITUTHAS
e [JaTosorus ckenera: paHHUN OCTEOIIOPO3, APTPOIIATHUS
e [lopaxeHue cepaua: KapAMOMHOIIATUS, HAPYLIECHUS PUTMA
e [lankpeaTut, )keT4HOKAMEHHAasi 00JIE3Hb
e ['unomnapatupeos, TMraHTU3M
e Hapymenue  MeHCTpyalbHOrO  LMKJIA,  OECIUIOAME,
IIOBTOPHBIE BBIKUBIIIN
Ipuiaoxkenue A3.3 {uarnocruyeckue kpurepuu bB (mpuynHbI
JJOSKHOOTPHUHATEJIbHBIX U JTOKHOIMOJIOKUTE/IbHBIX pe3yJILTaTOB)
Tect HN3mene | IIpuuvMHBI JIOKHOMOJIOKATETIBHBIX IIpuunHbI
HMSA NIPH pe3yJibTaToB JIO(KHOOTPHIATEbH
00J1e3HH BIX
Buibco pe3yabTaToB
HA
Lepynomnazmun Menee bosiesnp Menkeca, neueHouHast
CBIBOPOTKH 20 Mr/m1 | HEZOCTaTOYHOCTb, MalibabcopOLus,
JUINTEIbHOE IapeHTepalibHOE uTanue, | OcTpoe BocnaneHue,
reTepO3UrOTHOE HOCUTEIBCTBO TUIEPICTPOT€HEMHS,
IIaTOr€HHBIX BapuaHTOB B ATP7B, OepeMeHHOCTb,
alepyJIoIIa3sMUHEMUS, OITYXOJIH
He(POTUYECKUIN CUHJIPOM, IETCKUM
BO3pACT MEHee 2 JIeT
Konsua Kaiizepa- | Ilpucyre XPOHHUYECKHUE XOJIECTaTUUECKHE Pannue cranun
Oneitmepa TBYIOT 3a00JieBaHUs [T€YEHH, HEOHATAIbHBIN 6one3nu BuibcoHa,
X0JIecras ne4y€HOYHbIE (POPMBI
6one3Hu BuibcoHa
Okckpeuusa menu | bonee 50
¢ MOUO MKT/CYT beccumnromHoe
. . Te4eHue 00JIe3HU
XPpOHUYECKUI aKTUBHBIN reNaTuT,
XPOHHUYECKHE XOJIECTATHUECKUE Butbcona, panmne
craauu 00JIEe3HU
Bonee 3a00JeBaHUs ICUEHH, 3arps3HEHUE
OKCcKpeuus Meau Bunbcona,
N 1600 MeJIbl0 TPOOBI MOYX WIIU Taphbl U3BHE
C MOYOH Ha QoHe XelnaTupyromas
NEHUIWITIaMIHA MKI/CyT Tepanus
(500 mr x 2 pa3za)
Bbonee BryTpuneu€HouHbIl X0a€ecTas, XenaTupyroomas
KonnuectBenHoe 250 Yactuunas Ounuapnas atpesus, [1BL1, Tepanus,
COJIEpKaHUE MEIU MKT/T IICX HEI0CTaTOYHBIN
B TKaHU [I€YEHU Nunuiickuil A€TCKUM LUppo3 oOpa3zer] neuéHO4HOM
Nnnonatnuecknii TOKCUKO3 MeIbIO TKaHU
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IIpunoxenune A3.4 PacmimdpoBka npuMevaHui

... — Dpemapar BXOAUT B ICPEYCHb JXKU3HCHHO HEOOXOZMMBIX M BAKHEHMIIMX JIEKAPCTBEHHBIX
npernapatoB (Pacnopsokenue [IpaButensctBa PD ot 12.10.2019 Ne 2406-p <OO0 yrBep)ACHHH
NepeyHs] KU3HEHHO HEOOXOMMMBIX M BKHEHIIHMX JICKAPCTBEHHBIX IMPENapaToB, a TAKKe MepeuHen
JICKapCTBEHHBIX IMpenapaToB JUIsl MEIUIUHCKOTO TMPUMEHEHHS M MHUHUMAIbHOIO aCCOPTHUMEHTa
JICKapCTBEHHBIX IpernapaToB, HEOOXOMUMBIX MJs OKa3aHUS MEIUWUMHCKON momomu) (ped. oT
09.06.2023)

# - IlpuMeHeHne JIEKapCTBEHHOTO Ipernapara B COOTBETCTBHH € MOKA3aTeIsIMU (XapaKTepHUCTUKAMMU),
HE YKa3aHHBIMH B HMHCTPYKIIMH TI0 ero mnpumeHeHuto (off-label), ocymiecTBisiercs mo pemieHHro
BpaueOHOW KOMHCCHU TPHU YCIOBUHU MOAMHMCAHHOTO WH(OPMUPOBAHHOTO TOOPOBOJIHHOTO COIJIACHS

(cormacHo @3 Ne323-®3 ot 21.11.20111. ¢ U3MEHEHUSAMMU);
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Ipuaoxenue b. Aaropurmsl aeiicTBHH Bpaya

[TaumeHT ¢ momo3peHueM Ha 6ose3nb Bunbcona

A 4

Jlmarnoctuka
Kouncynbranus
po(UIBHOTO Juaruos
CHELUAIINCTA HOATBEPKAEH?
Ecth mokazanust Ilnanosoe
K Tepanuu? HabmoeHne y
PO UIBHOTO
cIIelanucTa
Hasznauenue TCpannu
MOHI/ITOpI/IHF COCTOSHUA NALIUCHTOB,
MOJy4Yaromux Tepanuro
HucnancepHoe
Ha0JII0JIeHUE,
IJIaHOBAas TepaIus Crabuibiioe locriuranusanys
p coCTOsTHHE?
Ha JIOMY
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Ipunoxenue B. Uudopmanusa 11 naumeHra

Yro Takoe 00Je3HL Buiabcona?

Bonesnr Buibcona (remaTo-ICHTUKYJspHas —JereHepanus, Oone3Hb Buibcona-KoHnoBasosa)
OTHOCHUTCSI K TSDKEIBIM HACIIEJACTBEHHBIM OOJIE3HSAM HEHTPAIbHOW HEPBHOW CHUCTEMbI U BHYTPEHHUX
OpraHoB, CBSI3aHHBIX C HApYIIEHHEM OOMEHAa ME/IH.

[TpuunHoii Oosie3Hn BuiibcoHa sBISFOTCS MyTauu B reHe ATP7B, KOTOpBI OTBEYaeT 3a CHHTE3 ME/Ib-
tpancnoptupyroiiero o6enka (ATP7B). I1pu HapymieHnn ero paboTel 0OMEH MM B MEIbCOICPIKAIINX
OCIIKOB HapyIIaeTCs, MOSIBISICTCS M30BITOK “‘CBOOOTHONM~ MeIu, KOTOpas B OONBIIMX KOJIWYECTBAX
OTKJIaJIbIBACTCS B I1€YEHU, TOJIOBHOM MO3I€, POrOBHUIIE, @ TaKXKe BBIIENISIETCA ¢ MOYOi. Jlnarnoctuka
Oosne3nn Oaszupyercss Ha OOHApYXKEHHHM XapaKTepPHBIX HapyIlIeHWi MeaHoro obmena. [lopaxenwue
MEeYEeHU U30BITKOM “CBOOOIHON™ Meau MpOosBIsSeTCs Uppo3oM neueHu. [lopaxkeHne roloBHOTO Mo3ra
IPUBOJIUT K Pa3BUTHUIO TSHKEIOM HEBPOJIOTMYECKONW CUMIITOMATHKU: IPOKAHUIO KOHEUHOCTEW U BCETO
TYJIOBUILA, MOBBILICHUIO MBIIIEYHOIO TOHYCA, HMHOI/IA CONPOBOXKIAIOLIEMYCS OOJE3HEHHBIMU
cra3MaMu, HapylIeHUeM peyd, TJI0TaHusl, CHIKEHUIO UHTeluiekTa. OTIoXKeHHe Meu B POroBuiie (1o
Kparo paaykHoi o0onoukn) o0ycioBiuBaeT GpopmupoBanue Konbla Kaitzepa—@ieiiepa nuMmeronero—
Oypo-3€JICHOBATHIN LIBET.

bone3ns BunbcoHa— penkuil mpumep HACIEACTBEHHOTO HapYyIICHUs, JUIsI KOTOPOro pa3paboTaHbl
BBICOKO()(DEKTUBHBIE METOJbl JICUEHHS: Jake NpPU TMOSBICHUU TSDKEIOW HEBPOJIOrMYECKON
CUMIITOMAaTUKHA CHUCTEMAaTHYECKOe JIeUeHUE BBICOKOAI((EKTUBHO, BIJIOTh A0 HCUE3HOBEHMS BCEX
CUMITOMOB WJIM PE3KOTr0 MX yMeHblIeHHs. [laleHThl BHOBb MOTYT MOJHOCTBIO OOCIYXHUBaTh ceOsl,
BECTH JIOMAlIHIO paboTy, YUUTbCs, paboTaTh M0 MPOECcCHH, CO3/1aTh CEMBbIO U POAUTH 310POBOTO
pebOeHka.

Kak nposiBasiercst 60J1e3nb Buiibcona?

[TepBble cUMITOMBI OOBIYHO MOSBISAIOTCS B BozpacTe 540 nmer, penko (=3 %) B Gonee mo3aHEM
Bo3pacte. OCHOBHBIMM OpraHaMHM-MUIIEHSMH MpU O0JIe3HN BuiibcoHa SBISIOTCS HEPBHAs cUCTEMa U
nedeHb. KnmHWYeckass kapTuHa OOJIE3HW OUYEHb Pa3HOOOpa3Ha W KIMHHYECKHE TPOSIBICHHUS MOTYT
OTJIMYAThCS Yy Pa3HBIX TMAMEHTOB.  [IpW OTCYTCTBHHM JIe4eHHUs OOJIE3HB IMPOTPECCHPYET, MOXKET
BO3HUKHYTh MIEYEHOYHAsI HEJI0CTAaTOYHOCTh, HEOOPATUMBbIE U3MEHEHUS CO CTOPOHBI HEPBHOM CHCTEMBI.
PanHss nuarnoctuka u jedeHre o01erdaeT CHMIOTOMBl M ITPEJOTBPAILAET OCIOKHEHHUS.

1. IleyéHouHble u3MeHeHHMsi: oTMeyaroTcsi mnpumMepHoy 50 % mnanueHToB; wame Yy AeTed u

MOJIPOCTKOB— YBEJMYEHUE MEUEHH, KUPOBOI I'ernaro3, OCTPhIM WM XPOHUYECKUH renaTuT (CXOIHBIN
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C OCTPHIM BHUPYCHBIM WJIM ayTOMMMYHHBIM T€IaTUTOM), LIUPPO3 IEUYEHU C MPU3HAKAMH MOPTAIbHON
TUIEPTEH3UHU, OCTpasi MeYEHOYHAs HEI0CTATOYHOCTb.

2. HeBpoJioruueckue paccrpoiicrBa:y 40-50 % OONBHBIXMOTYT pa3BUBAThCS JpOXKAHHE,
MAapKUHCOHU3M (3aMEICHHOCTh JBW)KCHHUW W MBIIIEYHAs PUTHIHOCTb), aTakcus (HapylleHue
KOOPJAMHAIIMH, MATKOCTh NMPH X0/60€), AMCTOHUA (0T (HOKAIBHOM A0 TeHepaln30BaHHON), AU3apTPUs

(cMa3aHHasl peub), HapyILIEHUE TJI0TaHuUS.

3. lecuxnueckne u3mMeHenusi: ormevarorcss y 10 % OONMBHBIX; pacCTpOCTBA JTUYHOCTH (IEpernaibl
HACTPOCHMS, TPOOJIEMbI B IIKOJIE WJIM Ha padoTe, HMITYJbCUBHOE IMOBeAcHUE), addeKTHBHBIC
paccTporcTBa, ICUXO03bI.

4. A3MeHeHMs1 B IPYrHX OpraHax M cHcCTeMax: ria3uHele usmMeHenus (komibio Kaiizepa-dreitmepa
[OTNOKEeHUsT MeOu - BHUJHO TpPHU KCCIEAOBAHWU IMPU MOMOIIM MIENEBOM JIaMIlbl, KaK 30JI0THCTO-
KOPUYHEBasi TUTMEHTAIMS JIMMOA POTOBHIIBI |, KaTapakTa), TeMoJuTHUecKas anemus (mpumepHo y 15
% manueHToB), MOPAKCHHUE MOYCK, KAPTUOMHONIATHS, apUTMHUS, OCTCOMAISIINS, OCTEOIOPO3, apTPUT,
MaHKpeaTuT (BOCHAJieHUE MOHKETYJOUHON >Kee3bl), 3aJepiKKa IOJIOBOTO Ppa3BUTHS, OecIuioaue,
aMeHopesi, TUMOTUPEO3 UIIH TUIIOTIApaTHPEO3.

3anoA03puTh PaHHIOK CTAJUI0 OOJIE3HW MOXKHO HAa OCHOBAHMHU CIIEAYIOUIMX MPU3HAKOB: MOpPaXKEHHE
neueHu (JKeNTyxa, MOBTOPHBIX KPOBOTEUCHHUH M3 HOCA, KPOBOTOUHMBOCTH JCCEH JINOO MHOKECTBEHHBIX
KPOBOITOATEKOB, COCYIUCTHIX “3BE3/I0UCK” HA KOXE TPy U CIHHBI), MOPAKCHUE HEPBHON CHCTEMBI
(mBuTaTeNbHBIE PACCTPOMCTBA, CHIKEHHE HWHTEIIEKTa M HM3MEHCHHUS TCHXHUKHA B BHUJE TEPEnajioB
HACTPOEHUS, TPYJHOCTH YCBOCHHUSI HOBOT'O MaTepuasa, Mpo0IeMbl ¢ yCIIEBAEMOCTHIO B IIKOJIE).

Kak nacaenyercs 6oJie3nb Busibcona?

bonesnr BuiibcoHa HaclemyroTCs MO ayTOCOMHO-PELECCUBHOMY THIY. JTO 3HAYUT, YTO
00J1€3Hb MPOSBISAETCS TOJIBKO B TOM Cllydae, €Clii 00a poAUTENs SBJSIOTCS HOCUTEISIMHU OOJIE3HH M,
XOTSl CaMH OHM He OO0JIEIOT, MepelaloT PeOEHKY J1Ba MOPaXKEHHBIX I'eHa. BOJIBIIMHCTBO ceMeid, Iie ecTh
peGEHOK ¢ 3TUM 3a00JIeBaHUEM, HE CTAIKMBAIKMCH paHbllle ¢ 0J0OHOH mpobiaeMoil. Puck moBTopHOro
pokneHusi 60JIbHOTO peOEHKA B CEMBbE, TIE YK€ €CTh OOJbHBIC JETH, COCTABISIET 25 % Ha KaXaylo
O6epemenHocTh. [laTorenHsie BapuanThl B reHe ATP7B ABIAIOTCS MPUYUHON 3TOro 3a00sIeBaHMUs.

Bpatbs u céctpsl 60abHOrO peOEHKa, MOTYT OBITH OOJBHBIMH, JaXe €CIM y HUX Ha MOMEHT
JMarHOCTUKU WJIEHOB CEMbU HE OBLJIO CUMOTOMOB. B 1gaHHOM ciiyuae HE0O0XOAMMO MPOBECTH
JUArHOCTHKY, YTOOBl KaK MOXKHO paHbllle HayaTh Tepamuio U HU30exkaTh ociokHeHui. Taxxke oHu
MOTYT OBITh HOCHUTENSIMH, KaK HUX poauTenu. YTo kacaercss OPYrHMX UIEHOB CEMbH, TO UM Ba)XHO
COOOUIUTB, YTO OHU MOTYT OBITh HOCUTENISAMU. DTO 3HAYMT, YTO M Y HUX €CTh PUCK POKICHUS peOEHKa

C JaHHBIM 3a0oseBanueM. Uem PAHBIIC HAYATh JICHCHUC (B ujaeaje — eme Ha JOCUMIITOMHON CTaauu
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1100 Ha JOHEBPOJIOTHYECKOM 3Tare, TO €CTh J0 NOABICHUS MPU3HAKOB MOPaXKEHHS TOJIOBHOT'O MO3ra),
TeM Jyuiie 3G heKT.

Bce cembu ¢ Oosie3Hpt0o BuibcoHa IOJKHBI 00S3aT€IBbHO HPOMTH MEIUMKO-TEHETHUYECKOe
KOHCYJIbTUPOBAHHME M MOJYYUTh MOJHYI0 MH(MOPMAIMIO OT Bpaya-reHeTUKa O PUCKE IIOBTOPHOIO
NPOSIBJIICHUS TaHHOTO 3a00JIeBaHMs B CEMbE, OOCYAUTH CO CIIEHUAINCTOM BCE BOMPOCHI, CBSI3aHHBIEC C
HacleioBaHueM 3aboseBanusa. B Poccun Meanko-reHeTHuecKue KOHCYIbTalluKd paboTaloT B KaXKIOM
pETUOHE.

C penbro NMpoBeneHUs NPEHATAIBHOM M NPEUMILIAHTALIMOHHOW JAMATHOCTUKH CYIPY’KECKON
nape MpeaBapuTeIbHO HEOOXOAMMO IPOUTH 00CIIeIOBaHHE HA HOCUTEIBCTBO MyTanuii B reHe ATP7B,
0o0paTUBIINCh B CIIELMAIN3UPOBAHHBIE JUArHOCTUYECKUE JIAOOPATOPUM M MEIULMHCKUE LIEHTPBI.
IIpenaranbHas JUArHOCTHKA IPOBOJAUTCS  MOJIEKYJISIPHO-TEHETMYECKMMHM  METOJAaMH, IyTEM
uccienoanus J|HK, BeigeneHHoit u3 OuomnTata BOpCHH XOpuUOHA M (MJIM) KIETOK aMHHOTHYECKOM
KHJKOCTH U (MJIN) TUIOAHON KPOBH.

Kak ycranaBauBaercs nuarno3 Busibcona?

Ha ocHOBaHMM KIIMHUYECKUX MPU3HAKOB Bpad MOXKET 3aIl0/103pUTh 3a00JIeBaHUE, Jlajee MPOBOIATCS
psia 1abopaTOPHBIX U MHCTPYMEHTAIBHBIX METOJIOB MCCIIEIOBAHNUS, KOTOPBIE MO3BOJISIOT TTOATBEPIUTH
JIMarHo3.

1. AHanu3 KpOBM: NOBBIIICHHAs aKTUBHOCTb aMMHOTpaHC(epa3 B ChIBOPOTKE KPOBM (IIOYTH y BCeX
NAlMEHTOB, CHadajga OeCCUMNTOMHAs), CHM)KEHHAash KOHILEHTpalus LEepyJIoIuIa3MHUHA B CHIBOPOTKE
KpoBH (y OOJBIIMHCTBA MAlMEHTOB <20 MI/[T), CHUKEHA KOHIIEHTpAIus oOliel Menu B ChIBOPOTKE
KpoBH (00b19HO <1 MI/m).

2. Ananus mouu: npumMepHo y 80 % marueHToB cyTouyHOE BblaeieHne Meau ¢ Moo >100 mxr (>1,6
MKMOJIb).

3. Buszyanuzupyromue uccienosanus: npu ¥Y3U, KT u MPT — B 3aBucumoctu oT ctaguu 00Je3HN —
yBEJIMYEHUE TEUCHM WM TNPHU3HAKU MOpTanbHOM rumepreHsuu (cruieHomeranus); Ha MPT u KT
TOJIOBHOT'O MO3Ta — M3MEHEHMsI B 00J1acTH Oa3aJibHBIX s]ep FOJOBHOTO MO3ra M CTBOJIA y MAllMEHTOB
C HEBPOJIOTMYECKUMHU CUMIITOMAaMHU.

4. I'enetnueckue uccienoBanus: uccineaopanue rena ATP7B. Kak mpaBuiio, nepBbie TeCTbl TPOBOAST
Ha HanOoJiee YacThle NMAaTOTeHHbIE BAPUAHTHI, a 3aTeM — MPU HEOOXOJUMOCTH — aHAJIM3UPYIOT BECh
I'€H C IPUMEHEHUEM METOJI0OB CEKBEHUPOBAHUS.

Kak Jeuart mamueHToB ¢ 00J1e3Hb10 Buiancona?

Bo-nepBbIX, 3TO cTporoe cobmtofeHue ‘“TIed€HOUYHON™” auersl (cTonm S5a), Mpennojararonien
HCKIIIOYEHHE OOTraThIX MEIbI0 TMPOIYKTOB (IIOKOMAA, Kode, opexu, 0000BbIE, MOJUTIOCKH U Jp.).

Heob6xoaumo n3berath yrnoTpeOaeHus aaKorods.
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OnHako OCHOBHOE JIEUEHHUE — IOCTOSIHHBIM MpHEM MpEenapaToB, BBIBOJAIIMX MEAb W3 OpraHusMa.
['maBHBIM M3 HUX SBJISETCS NEHUINULIAMUH. Tepamuio Helb3sl MHpeKpamarh 0e3 yBaKHUTEIbHBIX
IPUYUH, TaK K€ B IEpUOo/l OEpeMEHHOCTH.
OTH mpenapaTrbl HAa3HAYalOTCS MO CIEUUATBHOM CXEME C IMOCTENEHHBIM YBEIUYeHHEM 103bl. [Ipu
JUTUTETTLHOM MHOTOJIETHEM MPUEME MEHUIIMIUIAMUHA Y HEKOTOPBIX MMAlMEHTOB BO3HUKAIOT MOOOYHEIC
SIBJICHUS B BHJIE JCPMATUTOB, aHEMHUU U WHBIX OCJIOXHEHHHA. [loaToMy OBIT TpeIoKeH
aNbTEpHATUBHBIA METOJl JIEYEHHs] COJSIMH LHMHKa (oKcui, cyinbdar m ap.). KomOunupoBanHoe
JedyeHue TMEeHULWUIAMUHOM U TpenaparaMy LIMHKa JaéT BO3MOXKHOCTh CHHM3UTH 103y M H30ekaTh
NOOOYHBIX SBJICHHWA. Y TMAlMEHTOB HA JOCHMIITOMHOW CTaJMU JOCTATOYHO JICYCHHS TOJIBKO
npenaparamu IHKA.
B Taxénpix ciydasx Oone3HH, HE MOJJAIOIIMXCS KOHCEPBATHBHOMY JICUCHUIO, MPUMEHSETCS
TpaHCIUIAaHTalMsl Ie4eHu. TpaHCIUIaHTauMs T[EYEeHW I[I0Ka3aHa I[pU OCTPOM  MEYEHOYHOU
HeJoCcTaToyHOCTH. [Ipu ynmauyHOM ucCXojie orepanuy MalueHT He HYXAAeTcs B JalibHeHIIeM npuéme
MpEIaparToB.
TakuM oOpa3om, MpH MPaBUIBHOW Teparuy TENaTOJCHTHUKYISIPHOW JereHepaluu — TSKeIeHIIero
HACJIEJICTBEHHOTO 3a00JIeBaHUs FOJIOBHOI'O MO3Ta U BHYTpEHHUX opraHoB — B 80 % ciiydaeB BO3MOXKHO
KJIIMHUYECKOE BBI3JOPOBJIICHUE MO0 BBIPAKEHHOE YJIYUIIEHHWE COCTOSHUSA OOJBHBIX IMPU YCIOBUH
CBOEBPEMEHHOW MaKCUMaJIbHO PAHHEW THArHOCTHKH.
Kakoii Hy’kHO IPOBOAUTH MOHUTOPHUHI?
[Tocne nHauanma nedyenus, cHavyama pa3 B 1-2 wmec., 3atem 1-2 paza/rol, HYXHBI PETYISIpPHBIC
KOHTPOJIbHBIE 00CIIE/IOBaHUS: HEBPOJIOTHYECKUNA OCMOTp, OOIIMI aHaIu3 KPOBH C JIEUKOIMTAPHOMN
dbopmyroi, mokazarenu (YHKIMA TEYSHH W TOYEeK, KOHIEHTPAIlMd MEIU B CHIBOPOTKE KPOBU H
CYTOYHOU 3KCKPELUU MEIU C MOYOU.
Kak nanuenTsl mnoJuy4awrt JiedeHue B Poccuiickoii @enepanun?
bone3np BusibcoHa OTHOCUTCS K YMCITY PEAKUX HACJIEICTBEHHBIX OOJIE3HEW 0OMEeHa BEIECTB U BXOJAUT
B IepeueHb pelkux (opdaHHBIX) 3a00J€BaHUM, JIEUEHHE KOTOPBIX IMPOBOAMTCS 3a CYET CPEICTB
pernoHanbHOTO Orokera. [locie ycraHOBIEHHsI AMarHo3a HEOOXOAWMO BKIIOUEHHE MAllMeHTa B
PETHOHANIBHBIN CETMEHT perucTpa Mo >KU3HEYTPOXKAIOUIUM peakuM (ophaHHBIM) 3a00JIEBaHUAM C
[EJIbI0  JalIbHEeHIIero oOecreueHuss HEeOOXOAMMBIM JICUeOHBIM TMHTAHHUEM W JICKAPCTBEHHBIMHU
npenaparamMu. B pa3HBIX perrmoHax 3a BEICHHE PETHUCTPa OTBEYAIOT Pa3HbIC CICIHAIUCTHI, HO Yale
BCEro TO BPAuU-TEHETUKH, IIOATOMY TIOCTIE YCTAHOBJICHHSI AHAarHO3a 0053aTeNbHO HY)KHO 00paTUTHCS
K PErMOHAJIbBHOMY Bpauy-T€HETHKY.
Kak moryT nomorars poansie u 0su3kue?

He 3a0piBaiiTe — OT ceMbU TOXKE 3aBUCHUT ycmex jedeHus. Hy)>kHO coOo1aTh peKoMeHaalu,

HU TIIpU KAKHUX YCJIOBUAX HC OOMNYCKATb «CPBIBOB» B TCpallnuu, CICAYCT YICIATb BHUMAHUC
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p€a6I/IJII/ITaI_[I/II/I U IINIaHOBBIM O6C.H€I[OBaHI/ISIM. Bce unensl ceMbu JOJDKHBI 3HAaTbhb, 4YTO IIALIMCHT

HYXKJaeTcs B 0COOOM NMUTAHUU U PETYIIPHOM MpUEME Mpernaparos.
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Ipuaoxkenue I'1-I'N. IlIkaabl oneHKH, BOMPOCHUKHU M JIPyrUe OleHOYHbIe
HHCTPYMEHTbI COCTOSIHUA NMAIMEHTA, NPUBEIEHHbIC B KIMHNYECKUX

PEKOMEHIAUAX

Ipuaoxenue I'l {marnocruyeckas oneHouHas mkaJja bosesnu Buiabcona
Leipzig, 2001 [3, 26]

Ha3Banue Ha pycckom si3bike: JlnarHoctuyeckas ornieHo4Has mkaina bosesnu Bunbcona, Jlednuur,
2001

OpurunanbHoe Ha3BaHue. Scoring system developed at the 8th International Meeting on Wilson’s
disease, Leipzig 2001

Hcrounuk: [26]

Tun: mkana oneHKu

Ha3nauenue: ycraHoBieHue quarnosa bonesns Buibcona

Conepxanue:
|. Tunuunsle 1 BB Baaabl Il. pyrue nuaraocruyeckue Baniabl
KJIMHUYeCKHEe CHMIITOMBI B HccIe10BaAHUSA
NMPU3HAKHU
1.Konbua Kaiizepa- 5.KonuecTBeHHOE ONpesesieHre MeIu B
Quieliiepa ovonTaTax  meyeHW  (IpU  YCIOBUU
- IPUCYTCTBYIOT 2 OTCYTCTBHS X0JIeCTa3a)
- >250 MKT/T (4 MKMOJIB/T) 2
- OTCYTCTBYIOT 0
- 50-250 mxr/t (0,8-4 MKMOJIB/T) 1
- B HOpMe (HIke 50 MKT/T) -1
- PomamuH — mpucyTCTBYIOT MO3UTHBHBIC 1
reTmaToOIUTHI (pum HEBO3MOXXHOCTH
KOJIMYECTBEHHOTO OMpENeICHUs] MeIu B
MIEYEHHN)
2. TlpusHaku TOpaKCHHS 6.OKcKkpersi  Menu ¢ MO4You  (pu
IHHC w/mnu w3MeHeHUs Ha OTCYTCTBHH OCTPOTO TenaTuTa)
MPT - Oonee 2 wopm WJIM B HOpMe, HO 2
- BBIPQ)KEHHBIE 2 yBenuueHue Oonee 5 HOpM mpu Mpode c
MEHUITMLIAMUHOM
- YMEpPEHHBIE 1
- 1-2 HOpMBI 1
- OTCYTCTBYET 0
- B HOpMeE 0
3.1lepynormia3MuH 7.MonexyIsIpHO-TeHETHYCCKU N aHAIH3
CBIBOPOTKH KPOBU - TOMO3UT0Ta, KOMIAyHA-T€TEPO3UT0Ta 4
- B HOopMe >0,2 r/m (>20 0
MT/117T) - TeTEepPO3UTOTa 1
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- 0,1-0,2 r/7 (10-20 mr/nm) 1 - MyTaluii He 0OHAPYKEHO
- <0,1 r/n (<10 Mr/mr) 2

4.KymOc-HeratuBHas

CEeMOJIUTHYECKAs aHEMUS

- IPUCYTCTBYET 1

- OTCYTCTBYET 0

Kurou (mHTepniperanus):

CyMmMapHsbIe 0aJuIbL:

4 u Gonee: nuarHo3 bone3ns Bunbcona ycraHoBIeH,;

3: auarno3 bonesns Bunbcona BCPOSATCH, HO Tpe6yeTc51 I[anLHeﬁmee O6CJ'I€)IOBaHI/Ie nannucHTa,

2 1 MeHee: nuarao3 boiiesas BuibcoHa COMHUTEEH.

Hpuiaoxkenue I'2 IIpornocTruyeckuit uuaexkc 0o/e3nu Buibcona

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

Ha3zBanmue Ha pycckoM si3bike: [IporHoctuueckuit uaaexc 6one3nu Bumbcona

OpurunaibHoe Ha3Banue: New Wilson Index for Predicting Mortality

Hcrounuxk: [47, 86]
Tun: mkana oneHKU

Ha3na4veHnue: olcHKa BCPOATHOCTHU JICTAJIBHOTO HCXOOa 0e3 TPAHCIUIAHTAllUKW TICYCHU IIPpU Oose3Hu

BuibcoHa.

Conepxanue:

[lokazarens 1 Gasn 2 Ganna 3 Gauta 4 6aina
bunnpy6un (Mmxmonw/n) | 100-150 151-200 201-300 >300
ACT (En/n) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
Jleitkormtsi (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
AnpOyMuH 1/71 34-44 25-33 21-24 <21

Kurou (MHTEpnpeTanus):

Cymmapnas oyenka =11 6annos ceésa3ana ¢ BblCOKOU GEPOAMHOCHbIO JIeMANIbHO20 UCX00ad 0e3

mpaHcniasmayuu ne4eHu.
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